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6yJia BUKOPUCTAHA €JTEKTPOHHA JIPeca, sIka MPOTIOHYETHCS /LTSI PEECTPAITil, 3'SBUTHCS TOTEPEIKEHHST Y€PBOHOTO KOTHOPY.
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FOBIAEI

BiTaemo 3 10BilEEM
Faspunexka lOpia Bonogunmuposuya!

16 ceprusa 1969 p. Ha BinHWUYMHI HApOAWBCS
JIOKTOP MEIMYHUX HAyK, AOTEHT Kadeapu IUTIIOl
OTOPUHOJAPUHTOJIOTI, ayzaiosorii Ta ¢oniaTpii
HartionasibHOI MeIMYHOI akageMil 11iCasUIIIIOMHOL
ocitu imeni ILJI. [llynuka, TasaHOBUTHIT BUEHUI
i memaror HOpiit Borogumuposud [aBpuienko.

Ilicna 3akinuenns HemepueHchKoi cepemHboi
mkosn FO.B. laspusienko BecTynus 10 Binauibko-
TO HaIlIOHAJIBHOTO MEIMYHOTO YHIBEPCUTETY iMeHi
M.I. TluporoBa, gkuii 3akinuuB y 1993 p., orpu-
MaBIu creiianbHicTb «IlemiaTpiss.

Y 1993-1996 pp. 10.B. l'aBpuienko HaB4a€eTh-
csl B inTepHaTypi Ha Kadeapi AUTSIU0I OTOPUHOJIA-
puHroIorii, ayaiosorii ta ¢poniarpii HartioranbHol
MEeIWYHOI aKajaeMil MiCaAAUIIIIOMHOL OCBITHA iMeH1
I1.JI. Ilynuka Ha 6a3i JIOP-sigminennst Hartio-
HaJbHOI  IUTAYOI  cIHeliani3oBaHOi  JiKapHi
«OXMATANT>.

Y 1996-2012 pp. IO.B. I'aBpusenko mpairioBan
JIIKapeM-OpJIMHATOPOM JIUTSYOTO OTOJAPUHTOJIO-
riugoro Bimaiysendasa HarjoHajapHOl IUTAYO1
cremiamizoBanoi Jgikapui «OXMATAUT», me
3apeKoMeHIyBaB cebe sIK 0CBiqueHuil (axiBelb
i yBaxxkHuit gikap. IOpiit Bomogumuposny 3aBxian
O6paB aKTUBHY y4acThb Yy JIKyBaJbHO-IIaTHOCTHY-
Hill poOOTi KJIHIKK, CaMOCTITHO BUKOHYBaB
psill OTIepaTMBHUX BTPYYaHb PIi3HOI CKJAIHOCTI

na JIOP-opranax, mocTifiHo yI0CKOHAJIIOI0YH CBilt
npoceciitauit piserb. CBOEI0 CyMJIIHHOIO MTPAIeio
i mOOPOIMOPSAHUM CTaBJEHHAM [0 JIIOfei
10.B. I'aBpusieHKO 3aC/Iy;KUB TIOBAary KOJEKTUBY.

[0.B. l'aBpuiienko — BHUCOKOKBaTi(hiKOBaHII
CTIEIiaMicT 3 AUTAYI01 OTOJAPUHTOJIOTII, JiKap
BUIIOI KBasiikariiinoi kareropii.

3 rpyans 2009 p. mo 2011 p. 10.B. I'aBpusienko
HaBYaBCS B 3a04HIN acTipanTypi Ha Kadeapi AUTs-
40i OTOPUHOJIAPUHTOJIOTI, ayziosorii Ta (poniaTpii
HanionanbHOI MenyuHOI akajieMii ITiCJsuILIoM-
Hoi ocBitr imeni [1.JI. ITlynuka.

Y 2011 p. IO.B. I'aBpujieHKO 3aXMCTUB KaH/1-
JaTchKy aucepTallito Ha temy <«Kiiniko-iabopa-
TOpPHE OOIPYHTYBaHHSI TAaKTUKW JIIKYBaHHS [TEH,
XBOPHMX Ha 3allajieHHsI CJyXoBOi TpyOu» Ta OyB
obpanwuii Ha ocajy acucrenrta kadeapu (2012 p.),
ay 2018 p. — nomenra kadeapu IUTIIOI OTOPUHO-
JIApUHTOJIOTII, ayziosorii Ta dhoniarpii Hamionanns-
HOI MeaAUYHOl akajieMil MiCJSIAUIIJIOMHOL OCBITU
imeni [LJI. Ilymmxka.

¥ 2019 porii 1O.B. l'appurenko 3aXucTuB JOKTOP-
CbKy amcepraitiio Ha Temy <«Kiiniko-maboparopHa
JIArHOCTUKA Ta JIKYBAHHST XPOHIYHUX XBOPOO IJIOT-
K y JIiTeit, XBOPHX Ha IyKPOBHUIi giabeT 1-ro Thirys».

Bin go6pe Bosojie aHIIINACHKOIO, HIMEI[BKOIO
Ta MOJIbChbKOI0 MoBamu. Y 2013 p. mpoxoauBs cra-
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JKyBaHHs B aBCTpilichbkiil kuinini Vienna Health
Association «Krankenhaus Heitzing mit Neurolo-
gischem Zentrum Rosenhugel» 3a mporpamoro
Observership AAF, Vienna Open Medical Institu-
te. Perymspao Gepe ydacth y pobOTI HAYKOBUX
3ax0/iB, y ToMy uwmcai Mixkaapoaaux: Weill
Medical College of Cornell University
(Salzburg, Austria, 2007 p., 2010 p.); Phytomedici-
ne Research Experience Summit (PRES)
on Respiratory Phytomedicine (Mallorca, Spain,
05-06/06/2016); 5th International Congress
of the Georgian Respiratory Association (Batumi,
Georgia, 23-25/06/2016); Chronic Tonsillitis,
Treatment Based on Evidence-based Medicine
(04/11/2016, Kyiv, Ukraine); Rhinoforum
(1-3/11/2016, Warszawa, Poland); 20th Days
of Child Otolaryngology (8-10/06/2017,
Bydgoszcz, Poland); Phytomedicine Research &
Experience Summit (PRES) on Respiratory Phy-
tomedicine (4-5/07/2017, Neumarkt, Nurem-
berg, Germany); 4-" Congress of European
ORL-HNS (7-11/10/2017, Barcelona, Spain),
27-1 3'i3m €Bponelicbkoro puHoJOTiYHOTO ToOBa-
puctBa crijibHO 3 37-M 3'i30M MixKHapOIHOTO
TOBapUCTBa 3amajieHHd Ta ajeprii Hoca Ta XIX

3'i3goM MiKHApPOJHOTO PUHOJIOTIYHOTO TOBAPHU-
ctBa (23-27.04.2018, Jlonnon, Anrmis); 7-i ban-
Titicbknii  Konrpec  OTOPMHOJIApWHTOJIOTIB
(07-09/06,/2018, Pura, JlaTsis).

[0.B. T'aBpuieHKO € aBTOPOM Ta CIiBABTOPOM
nonan 200 HaykoBux pobit, y Tomy uncai Hartio-
HaJIBHOTO Ti/IpyYHnKa «/[uTsg4a oTopuHOIapUHTO-
sorig», 10 HaBYAJIBHO-METOAMYHUX IIOCIOHUKIB,
12 monorpadiii, 7 maTeHTiB Ha BUHAXOIH Ta KOPHC-
Hi MoziesTi YKpaiau, 7 Tay3eBUX HOBOBBE/IEHb.

[0.B. TaBpusieHKO TiZTHO TIPO/IOBIKYE CIIPaBy
CBOTO BUYUTENsI — A.Mem.H., mpod. A.A. Jlafika.
Bin ycmimio moeanye HaBYaJbHO-TIEATOTIUHY,
HayKOBY Ta IPAKTUYHY iAJIbHICTb, BUPI3HAETHCS
BHCOKOIO IIPaLe3]aTHICTIO, KOJIeTiaabHiCTIO, 100-
PO3UUNUBICTIO, TOTOBHICTIO MiATPUMATHA KOJIET
CJIOBOM 1 JIiJIOM.

OcHoBni Hanpsimkn gistipHOCcTi 10.B. TI'aBpu-
JIeHKa — Po3poOKa HOBMX METOJIB iarHOCTUKH
1 KOMIIJIEKCHOTO KOHCEPBATUBHOTO Ta XipyprivHOr0
gikyBanHg xBopux 3 JIOP-narosoriero. Bin Boso-
JIi€ CYJaCHUMHU METOJUKAMH CKJAJIHUX Xipyprid-
HUX BTPYy4aHb, Oepe ydacTh y po3poOili HaBYAIb-
HUX IUIAHIB 1 MPOrpaM MiCJASAUIIIOMHOTO HaBYaH-
H4 JIKapiB 3 UTSII0I OTOPUHOJIAPUHTOIOTII.

3 nazo00u 106inero wupo eimaemo IOpia Borooumuposuua

ma 3unumo Uomy MiyHozo 300poe 1,
000poOYymMy ma nooanbumux meopuux yYcnixie
Ha 6a1az20 nawoi pionoi Yxkpainu!

pexmopam Hayionanvnoi meduunoi axademii nicasouniommoi oceimu

imeni ILJI. Illynuxa

cniepobimuuku kageopu oumsuoi omopunorapunzonoeii, ayoionozii

ma goniampii HMAIIO imeni I1.J1. Hlynuxa

aominicmpauis HJ[CJI «OXMATAUT> MO3 Yxpainu

cniepobimuuxu JIOP-6i0dinenns H/[CJI «OXMATIUT> MO3 Yxpainu
Acouiauis oumsuux omopunoiapunzonozie Yxpainu

Yxpaincore naykoso-meduune mosapucmeo Aikapie-omopuroIapunzoiozie
pedaxuyiiina Koaezis ma pedaxyis <Kyprany eyunux, HOCOBUX i 20PJOBUX XBOPOO>
wedp-pedaxmop xcypuany «Cyuacna nediampis. Yxpainas npog. B.B. Bepexcnuil
cnigpobimuuxu JIOP-gi0dinenns Kuiscokoi micvkoi dumsiuoi kuiniunoi nikapni Net
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HasefeHO Tpu KIiHiYHI BUNAZKW 3 NOJiGHWM [e60TOM XBOPOOM Ta 3MiHamu y remorpami y [LiTed nepworo poky XWTTa. Y nauieHTiB Bia3HaYanucs:
6MigicTb LWKipn Ta BUAUMUX CNIM30BUX 0000HOK, renatonieHansHUin CUHAPOM, ABO6IYHA MHEBMOHIS, NOraHWil NpUpIcT y Maci Tina, aHemis, 3MiHa KinbKocTi
TPOMOOLMTIB, NiABNLLEHE 3HAYEHHSA NakTaTaerigporeHasn (LDH) y cupoBarwi KpoBi, rinepnenkoLuTos i3 rinepnnasieto KNiTUH rpaHynoynTapHoro psgay. Y asox
0cib cnocTepiranacs nossa 6nacTiB 3a BiACYTHOCTI KpUTEPIiB rOCTPOI Neikemii y mienorpami. Y HUX iarHoOCTOBaHO: neikeMoifgHy peakuito (JIP) Ha fBo6ivHy
MHEBMOHIl0, XpOHiYHe MienonponidpepatusHe 3axsoptoBaHHs (XMI3)/xpoHidHy mienomoHouuTapHy neitkemito (XMIMIT) 3 eo3uHodinieto i3 t(1;5)(q21;032)
i nepe6ynosoto reHa TPM3-PDGFRP, Ta toBeHinbHy MienomoHountapHy neitkemito (KOMMIT) i3 myTauieto PTPNII-rena (c.181G>A). Benuky yBary npuginexo
0CO6ANBOCTAIM NATOMOTIYHUX 3MiH Y 3aranbHOMY aHanisi kposi (3AK), ricTonoriYHNM Ta reHeTUYHUM 0COBANBOCTAM, KNiHiYHOMY nepebiry xsopobu, aude-
peHUianbHii giarHoctuui Mix J1P i BiZnoBigHUM BapiaHTOM remo6nactosdy. HasefjeHo ornaf niteparypu.

Y nepLiomy KniHiYHOMY BUNagKy B remorpami, okpim rinepnenkountody noHas 170x10%1 i3 oMONOMKEHHAM Y NEAKOUNTAPHIA dopmyni 4o 6nacTiB, aHemi,
cnocTepiranucs rineptpom6éounto3 noHag 1300x10%I, renatonieHanbHin CUHAPOM, WO AaBano nigcTasy 3anigo3put XMM3, 3okpema FOMMIT a6o XMMJT.
MpoTe HeonnacTMyHe 3aXBOPHOBAHHS KPOBi He MiATBEPAKEHO, 3MiHW Manu 3BOPOTHWUIA XapakTep. linepeo3nHoinia BusBnsnacL y Apyromy ta TpeTboMy
KNiHiYHOMY BMNafkax. Kpim BKasaHux BULLE KNiHIYHWX 3MiH [liarHOCTOBaHO NiMdhageHonarito, 30kpema y nauieHta 3 OMMIJT 6yna BusBfieHa rinepnnasis niv-
thoBy3niB y cepepocTiHHi. Y giBunHkn i3 XMM3/XMMIT cnocTepiranocs cneundivyHe ypaxxeHHs WKipu, sk i y TpeTuHn xsopux Ha FOMMIT. Mpu npoBeaeHHi
riCTOMOrYHOr0 AOCNIMKEHHS TKaHUHU NiIMHATU4HOrO By3Na Ta LWKIpW Y LnX 0ci6 BUABNANUCSA NoAibHI 3MiHW. bionciiHWiA MaTepian Npe3eHTYBaBCS MOHOLM-
TONOAIGHUMUN KITITUHAMIW 3i 3HAYHOHK KiNbKICTIO HE3pinux Ta 3pinux eo3uHominbHuX rpanynouutis. XMMN3/XMMJ1, nos'a3aHi 3 eosuHodinieto 1a OMMII,
€ HaJ3BUYANHO PiAKICHUMMW 3aXBOPIOBAHHAMN Y [iTeil, CXOXUMM 32 KNiHIYHUMW Ta 1Ta60PaTOpHUMU 03Hakamu. ToMy 0CO6/IMBOI yBarn BUMaraTb NauieHTn
3 renatocnneHomeranieto, noniniMazeHonartieto, AediLMTOM MacK Tina Ta 3MiHamn y remorpami, Takumn K e03nHoINis, HasBHICTb NPOMKHUX DOPM rpa-
HynouuTie, 6nactemisi, MOHOUMTO3, HOPMOONACTO3, 3MiHHA KiNbKiCTb TPOMOOLUTIB — BiA rinepTpoMO0LNTO3Y A0 MOMIPHOT TPOMOOLMUTONEHIT, NiABNLLEHHS
LDH. OcraTo4Ha Bepudikalis MoXnMBa Nne 3a YMOBM NPOBEAEHHS MONEKYNAPHO-TEHETUYHOTO AOCNIMKEHHS. BUSBNEHHS BIANOBIAHNX MONEKYNSPHO-Te-
HETUYHUX MYTaLji, L0 Nexarb B OCHOBI NEBHOI HO30/10M4HOI OAUHNLI, [O3BOMAE BCTAHOBUTW AiarHO3 Ta NPaBWIbHO CriaHyBaTtyu NikyBaHHA. JlikyBaHHA
imatuHibom y piteii i3 t(1;5)(q21;032) Ta nepebynosoto reHa TPM3-PDGFRB fae waHcy Ha 0gyxaHHS Ta BOCATHEHH: reMaTonorivyHoi pemicii. ImatuHi6 cnig
peKkoMeHAyBaTH K NepLuy NiHilo NikyBaHHA TakuX NauieHTiB.

JlocnigxeHHs BWKOHaHI BifNOBIAHO A0 NpuHUMNiB MenbciHcbkoi [eknapauii. MpoTokon AOCNIMKEHHA yxBaneHui JIokanbHUM eTudHUM KomiteTom (JTEK)
yCTaHOBU. Ha NpoBeeHHs [OCMimKeHb 6yN0 OTPUMAHO NoiH(hOpMOBaHy 3rofly 6arbkis AiTei (260 iXHiX ONiKyHIB).

ABTOPM 329BNIAOTH NPO BiAACYTHICTb KOH(AIKTY IHTEPECIB.

KnioyoBi cnoBa: nerikemoigHa peakuis, XpoHi4He MienonposnidepatBHe 3axXBOPIOBAHHA, OBEHIIbHA MIENOMOHOLUTAPHA NeKeMis, LiTu.

Leukemoid reactions and chronic chronic myeloproliferative diseases

in children: similarity and differences

0l. Dorosh', P.J. Dudash?, S. Cesaro’, 0.A. Petronchak®, R.V. Gulei, 0.V. Lyha'*, I.P. Melko'®, LK. Drobchenko’, T.V. Burak’, 0.M. Ocheretna’,
AM. Mykh'’, L.P. Seredych'*, B.S. Romanyshyn’, M.B. Zakharus’

'Communal noncommercial enterprise of Lviv regional council «Western Ukrainian Specialized Children's Medical Centre», Lviv, Ukraine
*Municipal institution of Lviv regional council «Lviv regional pathoanatomical bureau», Lviv, Ukraine

*Center for Pediatric Onco-Hematology of the University Hospital of Verona, Italy

“Private limited company «Western Histology Laboratory», Lviv, Ukraine

SLviv National Medical University named after Danylo Halytskyy., Lviv, Ukraine

tCenter for Medical Innovations «NOVO», Lviv, Ukraine

"Medical Center of St. Paraskeva, Lviv, Ukraine

*Private Medical Center «Minipoliklinika», Lviv, Ukraine

The publication presents three clinical cases with a similar debut of disease and changes in the hemogram in children under the age of 1. Patients were noted with:
pale skin and pale visible mucous membranes, hepatolyenial syndrome, bilateral pneumonia, poor weight gain, anemia, changes in platelet count, increased value
of lactate dehydrogenase (LDH) in serum, hyperleucocytosis and hyperplasia of granulocyte cells. Two patients had blasts, but no acute leukemia criteria
in myelogram. These patients were diagnosed with leukemoid reaction (LR) for bilateral pneumonia, chronic myeloproliferative disease (CMPD)/chronic myelo-
monocytic leukemia (CMML) with eosinophilia and with t(1; 5)(g21; g32) and rearrangement of the TPM3-PDGFR[ gene and juvenile myelomonocytic leukemia
(JMML) with the mutation of the PTPNII gene (c.181G>A). Much attention is paid to pathological changes in the general blood test, histological and genetic aspects,
clinical course of disease, differential diagnosis between the LR and the corresponding variant of hemoblastosis as well as to review of the literature.

In the first clinical case hemogram showed hyperleukocytosis of more than 170x10%1 with rejuvenation in the leukocyte count before blasts, anemia, hyper-
trombocytosis of more than 1300x10%/1, hepatolienal syndrome, which gave reasons to suspect CMPD, in particular JMML or CMML. With LR anemic syndro-

ISSN 2663-7553 Modern pediatrics. Ukraine 5(101)/2019 9



Yntante Hac Ha caunTe: http://med-expert.com.ua

me is extremely rare. A child with LR anemia had hypochromic iron deficiency. In patients with CMPD/CMML and JMML iron deficiency was not detected, but
there was a significant increase in serum vitamin B12 levels. Hyperosinophilia was determined in the second and third clinical cases. In addition to that lympha-
denopathy was diagnosed. The patient with JMML was also diagnosed with hyperplasia of the lymph nodes in the mediastinum. A girl with CMPD/CMML had
a specific skin lesion, which can be found in a third of patients with JMML. During histological examination of the lymph node and skin tissue similar chan-
ges were revealed in these individuals. Biopsy material was presented by monocytes cells with a large number of immature and mature eosinophils.
CMPD/CMML associated with eosinophilia and JMML are extremely rare diseases in children. They are clinically similar and show similar lab test results.
In these children the diagnosis was based on a combination of clinical, histological, immunohistochemical, molecular genetic methods.

Therefore each doctor must be especially attentive to patients with hepatosplenomegaly, polylymphadenopathy, underweightness, changes in hemogram, such as
eosinophilia, presence of intermediate forms of granulocytes, blastemia, monocytosis, normoblastosis with an altered number of platelets from hypertrombocyto-
sis to moderate thrombocytopenia, increased LDH. The child should be referred for a consultation with a hematologist to verify the diagnosis using appropriate
diagnostic criteria, including molecular. Final verification is possible only with the help of molecular genetic tests. Identification of the molecular genetic mutations
allows to diagnose correctly and to choose the right treatment plan. Treatment with imatinib in children with t (1; 5) (921; q32) and the rearrangement of the TPM3-
PDGFRP gene gives a chance of recovery with hematological remission. Imatinib should be recommended as the first treatment for these patients.

The research was carried out in accordance with the principles of the Helsinki Declaration. The study protocol was approved by the Local Ethics Committee
(LEC) of all participating institution. The informed consent of the patient was obtained for conducting the studies.

No conflict of interest was declared by the authors.

Key words: leukemoid reaction, chronic myeloproliferative diseases, juvenile myelomonocytic leukemia, children.

JlelikemougHblie peakuuu U XpoHnvyeckue muenonponudepaTtuBHbie 3a6onesaHns
y AeTei: CXoACTBO U pa3finyuums
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'KommyHanbHoe HekoMMep4eckoe npeanpusaTue JIbBOBCKOro 06/M1acTHOrO COBeTa «3anafHOYKPaMHCKUA CNeunanu3upoBaHHbIA AETCKUA MeanuMHCKNA
LieHTp», T. J1bBOB, YKpanHa

*KoMMyHanbHoe y4pexaeHue JIbBOBCKOro 0611acTHOr0 coBeta «J1bBOBCKOE 06/71aCTHOE NaTos0roaHaToMn4eckoe 6topo>, r.J1boB, YkpamHa

*LleHTp [eTCKO OHKOremMaTonorum YHNBepcuTeTCKOM KNUHWKY, T. BepoHa, Atanus

‘3anagHoyKpamHeKas rucTonornyeckas naéoparopus, r. JIbeos, YkpanHa

*JTbBOBCKMIA HALMOHANbHbIA MeANLNHCKNA YHUBEPCUTET UMeHN [aHuna Manuukoro, YkpauHa

SLleHTp mMeauumMHCKnx nHHosauuii NOVO, r. J1bBoB, YkpanHa

"MeauumnHckuii ueHTp GesiToi Mapackessl, r. J1bBoB, YkpauHa

*4aCTHbI MEANLMHCKUIA LeHTP «MuHuMonuknuHmuka», r. JibBoB, YKpanHa

MpencTasneHbl TpU KIMHUYECKUX CAyYas ¢ NOXOXKUM [1e6t0TOM 60ME3HN U U3MEHEHNAMI B TeMOorpaMme Y [ieTell NepBoro 0fa XM3HU. Y nauueHToB 0TMeYa-
nnCh: 6NELHOCTb KOXI M BULUMbIX ClIM3UCTBIX 060M04€EK, renaToNneHanbHbIA CUHAPOM, ABYCTOPOHHSAS MHEBMOHUS, NN0Xas Npubaska B BECE, aHEMUS, U3Me-
HEHWe Konn4ecTsa TPOMOOLMTOB, MOBbILIEHHOE 3HaYeHMe nakTataernaporeHasbl (LDH) B CbIBOPOTKE KPOBU, rMNepPAeRKoLnTo3 C runepnnasneit KneTkn rpa-
HynouuTapHoro psga. Y aByx 60/bHbIX Ha6Nt04anock nossieHue 651acToB Npyu OTCYTCTBUN KPUTEPUEB OCTPOIA NEiKeMUU B MUENIorpamMme. Y 3Tux NauneHToBs
JMarHoCTUpOBaHbl: neikemongHas peakums (JIP) Ha ABYCTOPOHHIO MHEBMOHMIO; XPOHWYECKOe MuenonponnudepatmeHoe 3abonesaHue (XMI3)/xpoHnye-
CKNil MUenomMoHoLmTapHbIi neitko3 (CMML) ¢ so3uHocbunueit ¢ t(1; 5)(q21; q32) u TpaHcdopmaumer reHa TPM3-PDGFR, t0BeHUbHBIA MUETOMOHOLMTap-
Hbiid neiiko3 (KOMMIT) ¢ mytaumein rera PTPNII (c.181G>A). bombluoe BHUMaHWe yAeneHo 0COBEHHOCTAM NaTONOrNYeCcKNX U3MEHEHNI B 06LLEM aHanu3e
KPOBU, MMCTONOTNYECKUM W TEHETUYECKUM OCOBEHHOCTAM, KIMHUYECKOMY Te4eHWo 60Ne3HN, AnddepeHunansHoin AnarHocTuke JIP 1 COOTBETCTBYHOLLErO
BapuanTa remo6nactosa. pefocTasneH 0630p UTeparypbl.

B nepBOM KNMHMYECKOM Cry4ae B reMorpaMme, Kpome runepnenkoumtosa soiwe 170x10% | ¢ oMonoXKeHnem B NeiKOLMTapHON hopmyne K 61acTam, aHemuu,
Habntoganca runeptpomooumTos Beiwe 130x10%1, renatonneHanbHblil CUHAPOM, YTO N03BOAANO 3anogo3putb XMM3, B yactHocT OMMIT unu XMMIT. Mpu
JIP aHemuyeckunit cuHapom 6biBaeT KpaiiHe peako. Y pebetka ¢ JIP 6bina runoxpomHas xenesoneduuntias aHemus. Y nayuentos ¢ XMM3/XMMIT n OMMIT
He 06HapYXeH fednunT xenesa, 0f4HAK0 Habnto4anoch 3Ha4NTENbHOE NOBbILLEHNE YPOBHS BUTaMMHA B12 B CbIBOPOTKE KPOBW. TMnepaosuHodunus onpege-
nAnack BO BTOPOM W TPETbEM KIMHUYECKOM Cry4asx. Kpome yKasaHHbIX BbILLE KMHUYECKUX U3MEHEHWI AnarHoCcTUpoBaHa NMdagaeHonartus, B T.4. y nauu-
eHTa ¢ OMMIJ1 6bina o6Hapy»xeHa runepnnasus numdoysnos B cpegocternn. Y aesoyku ¢ XMM3/XMMIT Habntoaanoch cneuucuyeckoe NopaxeHne Koxu,
KOTOPOE MOXHO BCTPEeTUTb Y TpeTn 607bHbIX ¢ KOMMJL. Mpu npoBefeHn rucTonornyeckoro NCCnesoBaHns TKaH! MMMAQATYECKOro y3na 1 KOXu y aTux nny,
06HapYXeHbl MOX0XWe U3MeHeHUs. B 6uoncuitHom marepuane npucyTcTBOBaNN KNETKU TWMNA MOHOLMUTOB C 6OMbLUAM KOMMYECTBOM HE3PESbIX U 3PesibIX
303nHounos. XMMN3/XMMJ1, cs3aHHble ¢ 303nHodunmneir n OMMI1, sBns0TCA Ype3BblYaiHO pefkuMK 3a60neBaHMAMI B AETCKOM BO3pacTe, KOTOpbIe
MMEIT KNIMHMYECKOe 1 NabopaTopHOe CXOACTBO. B yNOMAHYTbIX Cy4asX AMarHOCTKA OCHOBbIBANACh HA KOMOUHALA KIIMHUYECKMX, TUCTONOMNYECKUX, UMMY-
HOTMCTOXUMMUYECKIX, MONEKYNAPHO-TeHETUYECKIX METOL0B. M03TOMY KaX/blil Bpa4 06513aH 6bITb 0CO6EHHO BHUMATENEH K NaLMeHTam ¢ renatocnneHomera-
nneit, nonunuMdageHonatuei, 4ecMLMTOM Macchl Tena 1 y4UTbIBaTb Kak KIMHUYECKME, TaK U NaBopaTopHbIe NaTONorMyeckne N3MeHeHIUs, Takue Kak 3031-
HOOUNNA, Hann4Yre NPOMEXYTOYHbIX (DOPM FPaHynoumMTOB, 6NacTeMus, MOHOLNTO3, HOPMOGNACTO3, C U3MEHEHHbIM KONIMYECTBOM TPOMOOLMTOB OT runep-
TPOM6OUMTO3a 10 YMEPEHHOI TpomboumToneHum, nosbilweHne LDH. Pe6eHOK AomKeH 6biTb HanNpaBfieH Ha KOHCYNbTALMIO K reMaTonory Ans sepucmkauum
[MarHo3a C NpUMEHEeHNeM COOTBETCTBYIOLLMX AMArHOCTUYECKMX KPUTEPMEB, B T.4. MonekynapHbix. OkOHYaTenbHas Bepuukaums BOSMOXHA TONbKO Npu
MOJEKYNAPHO-TeHETUYECKOM UCCNEL0BAHUN. BbisBNEHNE COOTBETCTBYIOLLMX MONEKYNSPHO-TEHETUYECKIX MyTaLIMiA, IEXALLUX B OCHOBE ONpPe/eneHHON Ho30-
NIOTMYECKON eLMHNLbI, NO3BONSET YCTAHOBUTb COOTBETCTBYHOLLMI ANATHO3 W NPABUBHO CMNAHMPOBATL NeveHue. Jledenne aeten ¢ t(1;5)(q21;q32) u nepe-
cTpoiikoil reHa TPM3-PDGFRP nmaTuHn6om AaeT LWaHChl Ha BbI3JOPOBEHNE U LOCTXKEHNE reMaTonornyeckoil pemmuceuu. iImatnHué cnefyet pekoMeHgo-
BaTb Kak npenapar nepBoi NINHWM B JIEYEHUN TAKUX NALNEHTOB.

ccnenoBanue 66110 BbINOSHEHO B COOTBETCTBUN C NPUHLMNAMU XeNnbCUHKCKO [eknapauuu. NpoTokon uccnesosanuns 6bin 04006peH JT0KanbHbIM 3TUHECKUM
KomuteTom (JT3K) yupexaeHnit. Ha nposefeHne nccnesoBannii 66110 NoMy4eHo MHOPMUPOBAHHOE COrnacue poauTenen feTen (Unu ux OneKyHos).
ABTOpbI 3a8BNAIOT 06 OTCYTCTBUN KOH(DINKTA UHTEPECOB.

Kntoyesble €noBa: NenkeMonaHas peakums, XpOHU4eCKoe MUenonponntepaTusHoe 3a60eBaHne, OBEHWIbHAsS MUENOMOHOLMTAPHAA NeikeMus, JeTu.

Beryn

MPaKTUIll JiKapiB Pi3HUX cleliaJbHOCTEH
yHepileo 3yCTPIYaIOThCA TAIIEHTH 31 3MiHa-
MU Yy remMorpami 3 IposIBOM Pi3HOMaHITHUX THIIiB
neiikemoinnux peaxmiii (JIP). Ilpu BugBienni
B aHaJi31 KPOBi TaKMX MATOJOTIYHUX 3MiH, K €031-
HO(ITis, HAIBHICTD MPOMIKHUX (DOPM TPaHyJIONH-
TiB, MOHOIUTO3, JTIM(MOILUTO3, HOPMOBJIACTO3, rilep-
TPOMOOIIUTO3 TOIIIO, TIEPE]L JTIKAPeM TIOCTAE 3aBIaH-

Hsl audepeniiiinoro piarnody mixk JIP uu, Mmosksiu-
BO, JIEMKEMI€I0, OCKIJIbKI ITOMWJIKOBA IiarHOCTUKA
«reMo0JIaCTO3Y» MOJKE MTPU3BECTU JI0 HEITOITPABHIX
HaciakiB. ToMy BKpaiil BasKIMBO OyTH 0OiI3HAHUM 3i
3MiHaMU B KPOBi TIPH Pi3HIX 3aXBOPIOBAHHSIX.
HaBoanmmo BiacHi KJIHIYHI CHIOCTEPEKEHHS.
[ocnijzkeHHsa BUKOHaHI 3a mpuHIMNamMu l'esb-
cincpkoi Jlexkmapartii. IIpoTokos mocimimkeHHs
yxBajeHuil JlokanbHUM €THYHUM KOMITETOM
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(JIEK) ycix 3asHaueHux y po6oti ycraHoB. Byo
OTpUMaHO MOiH(GOPMOBaHY 3roay OaTbKiB AiTeil
(abo TXHIX OMIKYHIB) Ha POBEAECHHS JOCTIKEHD.

Kuainiyauii Bunazox 1

JliBuunka, 8 wic., TocmiTasizoBaHa y Bijui-
JIEHHs TeMaToJIOTil Ta IHTEHCHWBHOI XiMmioTepartii
3YCAMIL y munni 2006 p. 31 ckapramu Matepi Ha
3arajibHy CJa0OKicTh, BUpasHy OJificTh MIKIPHUX
MOKPUBIB, MaJOTPOAYKTUBHUI Kalesb, cyode-
OpuibHy rapsauky. JIutuna Big 2-1 BariTHOCTI, 2-X
MTOJIOTIB, HAPOAWJIACS IIJISXOM KEcapeBOro po3-
tuny 3 macoo 3050 T, BUTOZOBYBaHHSI IPY/IHIM

MosiokoM. I3 poduenens — BIJK y mosoroso-
My OyauHKy. J[Ba TUIKHI 10 rOCIITATI3AIT — BOJIO-
Uil Kalesb, 3rofoM — cyOdeOpuabHa Tapsaka.
3BepHYJINCS JIO TIefliaTpa, SIKUii 3a pe3yJbTaTaMmu
3araipHOro aHamizy kposi (3AK) ckepysas n0
remaTtosora. [Ipu rocmitamizarii 3araJdpHNU cTad
BayKKUI, BUPa3Hi O3HAKM 3arajbHOI iIHTOKCUKAIIiI,
NUXAJIBHOI Ta CEepIEeBO-CYAMHHOI HEJOCTAaTHOCTI
(CCH). Bimxusa sumxkena. Typrop TkanuH 30e-
pexenuii. [Ikipa 6:ima, 6e3 Bucuiy. Haz nerens-
MU JPIOHOMIXYPIEBI XPUITU B30BK 000X JIET€Hb.
Yacrora mmxanb (Y/) 46/xB., SpO2 96-97%.

Tabnuys 1

MopiBHsANbHA XapakTepucTHKa kniHiko-nabopaTopHUx ocob6nnBocTeit AebioTy nelikeMoigHOT peakLii HeTPodinbHOro TMNY
Ta mienonposidpepaTMBHUX 3aXBOPIOBAHb Y AiTei

MokasHuk Kniniynuin Bunapox 1 (JIP) KniHiynuit Bunapgok 2 (XMN3) | KniHiyHui Bunapok 3 (OMMJT)
Bik 8 mic. 3 Mmic. 3 Mmic.
Cratb X X g
3aranbHuiA aHani3 KpoBi
Eputpouutn, 101 3,87 3,18 3,98
lemorno6in, g/dl 10,0 9,1 10,7
JevikounTn, 10° 170,7 120,58 57,48
bnactu, % 15,0 0,0 7,0
Mienountn, % 12,0 5,0 8,0
MeTtamienountu, % 14,0 1,0 3,0
bazoginbHi, % 0,0 3,0 6,0
Eo3uHoinbHi, % 1,0 14,0 5,0
ManuukosgepHi, % 10,0 15,0 8,0
CermeHTosinepHi, % 21,0 35,0 37,0
JlimcpouuTn, % 20,0 12,0 19,0
MonounTn, % 7,0 15,0 7,0*
Tpom6bouutn, 10° 1384,0 258,0 88,0
Hopmoumtu, Ha 100 KniTuH 0,0 3,0 2,0
LLIOE, mm/rop 28,0 45,0 3,0
BioximiuHui aHani3 KpoBi
T.Bili, mkmol/l 5,1 12,0 12,4
D.Bili, mkmol/l 1,0 3,8 4,5
ALT, U/l 24,0 14,0 28,0
AST, U/l 34,5 28,0 34,0
GGT, U/ 10,0 46,0 37,0
ALP, U/l 230,0 841,0 778,0
LDH, U/l 1188,5 701,0 442,0
Fe, mmol/l 5,5 20,0 17,4
Vit B12, ng/ml — 1400,0 13514,0
Ferritin, ng/ml — 749,0 210,6
CRP, mg/l >6,0 >12,0 <6,0
UN, mmol/l 3,1 2,2 1,5
Crea, mkmol/| 42,4 34,0 26,0
Glu, mmol/I 45 5,0 5,9
T.PROT, ¢/l 51,0 66,0 58,0
Alb, g/l 21,0 43,0 41,0
K, mmol/l 44 4,6 41
Na, mmol/l 130,0 138,0 139,0
Ca, mmol/l 25 2,67 2,49
Amylase, U/l 10,2 8,0 14,0
HbF, % HeraTaTUBHWUIA — 3,9%
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IIpodosacenns mabuyi 1

MokasHuk Kniniynuii Bunagok 1 (JIP) Kniniynuit Bunagok 2 (XMN3) | Kniniywmia Bunapok 3 (OMMI)
Bik 8 mic. 3 mic. 3 mic.
Cratb X X Y
Mienorpama
KniTuHHicTb rinep rinep HOPMO
bnactn,% 0,6 0,4 7,7
MpomienounTn, % 2,0 6,0 2,0
Mienountn, % 8,2 1,8 16,0
Metawmienount, % 6,8 1,4 2,7
BazoginbHi, % 0,0 0,8 1,3
Eo3uHoinbHi, % 1,0 10,4 9,0
MannukosgepHi, % 11,8 14,2 10,3
CermeHTosgepHi, % 21,2 26,0 25,7
JTlimcpoumntn, % 27,4 18,4 21,7
[TnasmaTtunyHi KnituHm, % 0,0 0,2
MonounTn, % 9,6 16,8 1,0
Eputpobnactu, % 0,6 3,6 2,7
Hopmobnactu 6a3odinbHi, % 0,8 0,2
Hopmo6nactu 2,6 2,2
nonixpomatoqinbHi, %
Hopmo6nacTn okcuginbHi, % 74 1,2
MerakapiouuTn, y npenapari 10 MOOAVHOKI MOOANHOKI
KniHiyHa npe3seHTauis
[MeviHka, cm 3,0 3,0 4,0
LLiNbHICTb NoMipHa LLiNbHICTb LLlifbHa LLinbHa
CenesiHka, cM 0,5 3,5 3,5
LiNbHICTb enactuyHa LinbHa LinbHa
JlimbageHonaris - + +
YpaxKeHHs LKipu - + +
[THeBMOHin + + +
[eHeTUYHI pocnigXeHHs KiICTKOBOro MO3KY
LinToreHeTnyHi Kapiotvn 46 XX; t(1;5) (921;932); Kapiotvin 46 XY;
He BuaBneHo t(9;22) He BuaBneHo t(9;22) He BuaBneHo t(9;22)
MonekynspHo-reHeTu4He - He BUSIBNEHO: He BUSIBNEHO:
— Tpaxcnokauii BCR/ABL — Tpaxcnokauii BCR/ABL
1(9;22)(q34;911); 1(9;22)(q34;q11);
— AML1/ETO t (8;21) — AML1/ETO {(8;21)
(922;022); (922;g22);
— peapaHxauji MLL-reHa; — peapaHxauiji MLL-rexa;
— MOHOCOMiIto 5, genevito 59-; | — MOHOcoMito 5, genewito 59-;
— MOHOCOMIlO 7, fienevjto 7g- | — MOHOCOMIlO 7, feneLito 79-
[eHeTUYHI pocnigXeHHs nepudepryHOi KpOoBi
BusBsneHa myTauis - t(1;5) PTPNII rena
(921;932) (c.181G>A, p.D61N),
TPM3-
PDGFRp

IIpumimra. *Y HacTYIHUX aHATi3aX KPOBi BUSBJISBCS MOHOIINTO3 14—24%.

Tonu cepiig puTMidHI, YacToTa CePIEBUX CKOPO-
yerb (HCC) 146/xB., AT 90/55 mm pr.ct. Ilepn-
dbepuuni gimdoBysau we 30iabieni. Kusit m's-
kuii, neuinka +3,0 cm ta cenesinka +0,5 cm 3-mig
Kpaio pebepHoi ayru, M'sikoi KoHcucrenii. Kic-
TKOBO-CYTJI000Ba CUCTEMa Bi3yaabHO He 3MiHeHa.
Temn apiypesy s6epeskenuii. MeHiHrea bHi CHM-
nromu Bifacytai. BT 1,2x1,5 ¢M, Ha piBHI KicTOK
yepena. Maca tisa — 6,8 kr. 3AK: epurporutu
(Ep) — 3,87x10"/1, remorio6in (I'6) — 10,0 g/dl,
neiikonutu (Jle) — 170,7x10°/1, 6mactu — 15%,

12

Mmienonutu (MIT) — 12%, Metamienonutu (MTMIT)
— 14%, 6azodiabHi (6a30) — 0%, eosuHOMITBHI
(e) — 1%, namnurosizepni () — 10%, cermenTo-
anephi (¢) — 21%, mimdormtu () — 20%, MOHO-
T (M) — 7%, Tpomborutu (Tp) — 1384x10°/1,
HIOE — 28 mm/h. ¥ GioximMiuHoMy aHasi3i KpoBi
(BAK): Bucokxa makrarmerizporenasza (LDH)
1188,5 U/l, Husbke 3HAYEHHS CUPOBATKOBOTO
sanmiza (Fe 5,5 mmol/l), rinonporein (T.PROT
51,0 g/1) Ta rimoamsbyminemis (Alb 21,0 g/l).
Trmi nmokasuuku BAK y mexax nHopmu (tabdu. 1).
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6 (24.07. 2006)

a (18.07.2006)

1 (03.08.2006)

€ (18.08.2006) K (25.08.2006)

1 (08.08.20006)

3 (30.08.2006)

B (28.07.2006)

¢ (10.08.20006)

1 (20.09.2006)

Puc. 1. [InHamika peHTreHoNnoriYyHnx 3miH y nauieHta Nel

Crioctepirasiocst 3HMKEHHS TyMOPAJIbHOI JIAHKU
imynitery (IgA 20,6 mg/100 ml, IgM 40,2 mg,/100 ml,
IgG 208,0 mg/100 ml) TpansuTopHOTrO Xapakrepy
(OCKIJIbKM 3TO/IOM TIOKa3HUKW HOPMAaJli3yBaJICs:
IgA 40,0 mg/100 ml, IgM 92,6 mg/100 ml, IgG
550,0 mg/100 ml), mpu HOpMaIbHKUX MapaMeTpax
KJITUHHOTO IMyHITeTY.

Yepes voTWpW TOAWHM ITiCJd TOCIITaTi3allil
CTaH AUTUHU MaB HETAaTUBHY KJIHIYHY IUHAMIKY
yepe3 HapOCTaHHS SIBUI IUXAJTbHOI HEAOCTATHO-
cri (/IH) (4/1 80/x8, SpO2 86%) Ta CCH (UCC
209/xB). llepeBesena y BifisieHHS peaHiMallii.
Ha pentrenorpadii opranis rpyanoi kaitku (PI'T
OI'K) mnneBmarusaliist I[iJIKOM HepiBHOMipHA
yepe3 YIIIJIbHEHHd 1 rineprHeBmaTusaitiio. [liar-
HOCTOBaHa JBOOIYHA 3JIMBHA ITHEBMOHIsI 3 O3HAKA-
MU TOpYyIIeHHsT OpoHxonpoxigHocTi (puc. 1-a).
Exoxapmiorpadis (ExoKI') — BapianT HOpMH.

[lng Bepudikartii 1iarHO3y TTPOBEICHO TTYHKITITO
kictkoBoro Mo3ky (KM). Miemnoropama (MT):

rinepkritTuaHuit KM, mnpezacraBienunii ycima
MMapOCTKaMU TeMOTIOe3y, O3HAKU Tilepriazii rpa-
HYJIOIIMTAPHOTO Py yciMa mepexigaumu popma-
mu, 6e3 nopyieHHs go3pisanus (tabu. 1). TTokas-
HUK aKTUBHOCTI Jy:KHOI ¢ocdarta3m BUCOKUI
y HeUTpodIMbHUX TpaHyJOIUTaX MepuhepuIHOl
kposi (ITK) ta KM. [luTtorenernyune 1ocisKeH s
ne BusgBuiao t(9;22). Ilposoamnacsa audepen-
miasibHa jgiarHoctuka Mixk JIP mHefiTpodisibHOrO
THUITY Ha TJIi ABOGIYHOI GPOHXOIHEBMOHII HEBiIO0-
MOTO TeHe3y Ta XPOHIYHUMH MiesonporihepaTns-
Humu 3axBopioBanusamu (XMII3). [Iloxo apyroro
Jiarnody OyJiu MeBHi CyMHIBH, OCKIJIbKM MapeHxi-
Maro3Hi opranu OyJju He3HAYHO 30iTbIIEHUMHU,
HelJIbHOI KOHCUCTEHI], ajle Ha TJi anTuOaKTe-
pianbHOI Tepartii MOCTYOBO 3MEHIITYBAINCS JIEH-
KOI[UTO3 1 TPOMOOIIMTO3, BiI3HAYaIacss HOpMaJTiza-
1isl TIOKa3HUKIB Jeiikonurapuoi dhopmyin (3AK
(ma 10-y mo6y): Ep — 2,89x10"/1, I'6 — 6,9 g/dl,
Jle — 55,8x10°/1, 6mactu — 0%, Mt — 0%, MT™MI[ —
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0%, 6a3o0 — 0%, e — 0%, 11— 1%, c — 47%, 1 — 50%,
M — 2%, Tp — 381x10%/1, IIOE —
17 mm/h). IIpemapatu IIK ta KM koHcyIbTO-
Bani y Pedepenrniii maboparopii HJICKJI
<OXMATAUT>, [HcTUTYTI ekcriepruMeHTaIbHOI
martoJiorii, oHkoJsiorii Ta pamiobiosorii iMeni
P.E. Kagernbkoro HAH Yxpainu, y Kuinini Ces-
toi AHHu, M. Bizenb, Ascrpis (St. Anna Children's
Hospital, Vienna, Austria). Ha wame mpoxanms
Yy BiJIeHCBKIN KJIIHIII BUKOHAHO BU3HAUYEHHI
deranbHoro remorobiny (HbF). Orpumano
HeraTUBHUI mokasHuk. /liarnos XMII3 Oy 3are-
pedeHuit.

3a KIHIYHUMU TOKa3aHHAMHU HEOJIHOPA30BO
pukonyBasucsi PI'T OTI'K (puc. 1 a-u). Juruna
JIKyBajacs 3 NPUBOLY ABOOIYHOI OPOHXOIHEBMO-
Hil, fIMOBIpHO, GaKTEPilTHOTO TeHe3y, He BUKJII0YA-
Jlacs KalllJIIOKOBA €TioJIOTis, TaKoXK 3aJIUIIaIoCs
BimkpuTuM tutanis Tyoepkyabosy (TBIL) (tectn
Ha kamumiok Ta THBI[ y niBYMHKM HeraTWBHI).
Mikpo6ioJIoriuHi TTOCiBU: KPOBi Ha FeMOKYJIBTYPY
pocTy He JaB; y XapKoTwHHI BusiBjieHo Candida
albicans, y nactynuux — Pseudomonas aeruginosa,
srogom Enterococcus faecalis, St. haemolyticus,
Neisseria spp. He3Baskaroun Ha iHTEHCHUBHY Oara-
TOKOMIIOHEHTHY aHTHUOAaKTepiaJbHy Ta MPOTH-
rpubKOBY Teparito, CrocTepirazacs HeraTHBHA
IUHAMIKa 3 YIIJbHEHHSIM JieTeHeBOI TKaHWHH i3
3aliSTHHSAM BepXHbOi yacTku (puc. 1 6-x). ¥ 6aTbka
XBOPOI 111/l YaC KOMILJIEKCHOTO 00CTEKEHHSI BUSIBJIE-
HO BOTHHUIIEBUI TyOEpKy/Ib03 BEPXHBOI YACTKU
JIBOI JiereHi. 3a yac rochiTasmisallii IMTUHA HEOTHO-
pPa3oBO KOHCYJIbTOBaHA iH(MeKITioHicToM, (GpTusiar-
pom. OcobamBocTi epebiry XxBopoou OyJIr HacTyII-
HuMu: HagBHicth JIP HelitpodinbHOro THITY
(srefikorros Ha crapri 170,7x10°/1 mo 21,8x10°/1
Ha TJIi TpUBaJIOl Tepartii), mporpecyBanug /IH na
TJIi Teparii, a) 10 TOTpedu mepexopy Ha MTYydHY
BenTuamiio jgerenb (I1IBJI), posButok mosiop-
TaHHOI HeJJOCTATHOCTI, Y T.4. HUPKOBOI HEJ0CTAT-
HOCTi 3 PO3BUTKOM BTOPUHHOI PEHAJIbHOI apre-
piasbHOi rimeprensii, BTopuHHOI MeTabO0IiIYHO]
Kapziomionarii 3 HezlocTaTHICTIO KpoBooOiry I cT.;
61JIKOBO-€HEepPreTHYHOi HegocTaTHOCTI (25-a 1062
nepebyBanus — y BAK: ALT — 134,7 U/I, AST —

Pue. 2. CneunddivyHe ypaxxeHHs WKipy y nagieHta Ne2

370,8 U/l, T.Bili 5,1 mkmol/l, TPROT —
51,0 g/, Alb — 21,0 g/I, UN — 18,9 mmol/I,
Crea — 204,8 mkmol/l, LDH — 6271,0 U/Il, K —
5,4 mmol/l, Na — 146,0 mmol/l; (27-a moba)
UN — 25,0 mmol/l, Crea — 366,0 mkmol/l, K —
3,8 mmol/l, Na — 140,0 mmol /1; saraipumuii anasis
ceui (3AC): 6imox — 0,66 r/im, Jle — Ha 1/3 nons
3opy (13), Ep — neamineni 10-25 y 1m.3.), pesu-
CTEHTHICTH 70 OiIBIIOCTI 3aCTOCOBAHUX aHTHOIO-
TUKIB. Ycboro npusHauaiocst 11 antubakrepiaib-
HUX TIpernapariB (3TiHO i3 Yy TAUBICTIO: TTedTpiak-
COH+THETPOMII[UH; MepolleHeM+KJIepoH; Oicer-
ToJItaalluH; pOBaMilluH; (QOPTyM; Ti€eHAM;
OUIIPUHOI;, pUdaMIiuH) Ta aHTUMIKOTUYHA
Teparist: AnIIOKaH BHYTPIITHbOBEHHO (B/B),
nepopasibHo (11/0). Hatikpammii edekt oTprMano
Bifl Teparmii mumpuHOJIOM. Takok 3aCTOCOBYBAJIN-
Cs1 JIIOJICBKUN BHYTPIITHbOBEHHUI IMYHOTJIOOYJTiH
(6ioBeH-MOHO 5%), epuTpomaca, aib0yMiH, mapeH-
TepasbHe KWBJIEHHS, CBiXKO3aMOpOKeHa Ta3Ma
(C31I1), nekcamerasoHn, iH(y3iitHa Teparisi,
nocuMnToMHa Tepamis. JlutrHa mepeOyBaia Ha
crarionapaomy JikyBanHi 67 gais. licas moBTop-
HUX KOHCYJIbTAIlIl IUIPUHOJ 3aMiHEHO Ha
pudamminmH. XBopa BHUIMCAaHA i3 TOKPaIaHHSIM
cTaHy. 3 MOMEHTY BUIIMCKH TTalli€HTKa ABiui OyJia
Ha KoHTpoabHOMY orysimi y 3YC/AMIL. 3romom
nepebyBajia i criocTepeskeHHsM (TusiaTpa Ta
MUJIBHUYOTO JKaps, TOKa3HUKU TeMOoTrpaMUu HOpP-
MaJTi3yBaJIUC LIJIKOM.

Kiainiunuii Bunagox 2

JliBuunka, 3 wmic., rocuitajsizoBaHa y Bijui-
JIEHHSI TreMaToJioTii Ta iIHTEeHCHBHOI XimioTeparrii
y auctomami 2018 p. 31 ckapramMm MaTepi Ha
KalleJb Ta 3MiHM B aHaJi3i KPoBi. 3 aHamMHe3y
3aXBOPIOBAaHHs: JIUTHHA 3aXBOpija MpPUOIU3HO
3a 10 xuiB 1o rocmitamizanii y 3Y CJIMIL. XBopo-
6a zebroryBasa KanuieM. JIikyBajacs 3a MicleMm
MPOKUBAHHS 3 TMPUBOLY OGPOHXO0OCTPYKTHBHOTO
cunapomy. Yepes saroctpennsi JIH ta CCH Ta
36umbiienst yncaa Jle y kposi 3 16,0x10°/1 mo
93,0x10°/1 marienTka ckepoBaHa IO IeMaTOJIOTA.
AHaMHe3 JKUTTS: TUTHHA Bij 1-1 JoHOIIIEHOI BariT-
HOCTi, Gi3i0J0TIYHNX TIOJIOTIB, HAPOAMIACS IILJIS-
XOM KecapeBoro po3Tuny 3 Macoio 3760 r, Burozo-
ByBaJstacs rpyabmu. Jlo rocritasisallii He XBopija.
AnaMHe3 CTIaJIKOBUT Ta aJIepProJIOTIYHNI aHAMHE3 —
He o0Tsikeni. [Tpodinakruani memnerns — BITK,
reatut By momorosomy 6yaunky. ITpu rocrmira-
Jri3arii 3araJbHUN cTaH BaKKWI, BUPa3Hi O3HAKU
3arajbHOl IHTOKCHKaIlii, rimeprepmid. Bimxknsa
3azioBisbHA. Typrop TkaHuH 36epeskeHnil. MakyJio-
HOJLYJISPHUI BUCHIT Y€PBOHOTO Ta GYPOTO KOJIBOPY
Ha MIKipi (puc. 2), NeToNTKOBWH JIepPMATHUT.
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Pue. 3. LintoreHeTnyHe AocnimkeHHs y nauieHta Ne2. Kapiotun
46 XX, 1(1;5) (921;932). Tpancnokauis Mixx xopomocomamu 1 i 5. Po3-
PVIB Ta CMoOMy4eHHs Bigbynocs B lokycax xpomocom 1921 Ta 5q32

Hayt sierensiMu o3Haku 6POHX006CTPYKTUBHOTO
CHHJIPOMY, 3 IepeBaKaHHIM IPIOGHOMIXYPIEBUX
XpUIliB y BepxHix Biaginax jgerenn. Y] 34/xs.
Touu cepust purmivni, YCC 130/x8., SpO2 98%,
AT 90/55 mm pr.ct. [Tepudepuuti nimboBysiu He
36imbireni. JKusit M'skuii, remaro- (+3,0 cm) Ta
creomeranig (+3,5 ¢Mm) 3-mig kpaio peGepHoi
JIyTH, 1i1bHOI KoHcuceTeHIil. KictkoBo-cyrimo6osa
cucTeMa Bi3yasbHO He 3MiHeHa. EHTEpoxoJIiT.
Temn xpiypesy s0epeskeHuii. MeHiHreanbHi cUM-
nromu Bigcythi. BT 1,5x1,6 cM, 3Jierka myJibCye.
Maca rina 59 kr. 3AK: Ep -3,18x10%/1, T6 —
9,1 g/dl, Jle — 120,58x10"/1, Hopmotutu (HpMIT) —
3:100, mur — 5%, MmT™mip — 1%, 6azo — 3%, e —
14%, - 15%, ¢ -35%, 1 — 12%, m — 15%, Tp —
258x10°/1, IIIOE — 45 mm/h. MTI": rinepkiitus-
uuit KM, mpeacrasiennii yciMa mapocTKamu
TeMoIi0e3y, TPanyJIoIUTapHUH Pl ycima Tepexisi-
Humu hopmamu. Eoznnodinm y 3HauHii KiJIbKOCTI
pisHoro crymnens 3pijgocti (taba. 1). Tenermune
JOCJTIPKEHHST KICTKOBOTO MO3KY: BUsiBJIeHO t(1;5)
( q21;932) (puc. 3) Ta He BUIBJICHO
t(9;22)(q34;q11), kaptuna ribpuansaiii: nuc ish
9q34(ABLx2) 22q11 (BCRx2) [100].

Y BAK: migsumennss LDH — 701,0U/1, ALP
— 841,0 U/l, Vit B12 — 1400,0 (N187-883,0),
CRP>12,0 mg/l, Ferritin — 749,0 ng/ml,
npu HopMasibHomy 3Hadenni Fe 20,0 mmol/l,
IHI TTOKa3HUKWA, TYMOPAJbHUN Ta KIITUHHUN
imyniater B Hopmi (IgA — 16,2 mg/100 ml,
IgM — 347,5 mg/100 ml, IgG — 914,7 mg/100
ml, IgE — 6,2 U/ml (N<35,0); CD3 — 44%,
Ccb4 — 23%, CD8 — 16%, CD19 —
6%, CD16/56 — 14%, CD4/CDS8 — 1,3%). Bukuio-
yeno renatut B, C, mikoriazmy, Enmireitna—bapp

Puc. 4. PeHtreHorpadpis opraHiB rpygHoi Knitku y nauieHta Ne2
y AnHamiui: a (20.11.2018) — saBuLya 6pOHX006CTYKLIT 3 NOCUSIEHUM
JiereHeBnM MastoHKoM, 6inbLue cnpasa; 6 (21.11.2018) — npaso6iy-
Ha BEXHbOA0J1bOBA NMHEBMOHiS; B (8.12.2018) — fB06i4HA MHEBMOHiA

Bipyc, napBoBipyc B19, Tokcominazmos, Kalumoxk,
Ty6epKybo3, cudinic, CHI/I. Bussieno CMV-
IgM (+); CMV ILJIP 5218,7 Bipycuux komiit. Ha
PI'T OTK giarnocroBano: Ha 1-y 106y — o3HaKu
6ponxo06cTpyKItii (puc. 4-a), MpU3HAYEHO B/B
11eTPiakCcoH, 3 TO3UTUBHUM €(PEKTOM, IUXOMaH-
Ka mpunuHuIacs depe3 aBi mobu. Ha 6-y m00y
ACKyJbTATHBHO — IMPaBOOiYHA BEPXHLOOJHOBA
MMHeBMOHis, 1o miaTepakeno Ha PTT OT'K (puc.
4-0); Ha 7-y 100y — BifHOBHJIACS TapsiYKa, HAPO-
cJii IPOSIBU GPOHXO0OCTPYKTUBHOTO CUHPOMY,
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Pue. 5. Komn'totepHa Tomorpadis y nadienta Ne2: a-6 — AinsHKN YLLiNbHEHHS JIereHeBoi TKaHUHW; B — LUMIAHA akcuispHa nimdageHonaris;

r — renatocnsieHomeraris

PEHTTEHOJIOTIYHO — O3HAKHU JBOGIYHOI ITHEBMOHIT
(puc. 4-B).

Ha xomm'torepwiit Tomorpadii (KT) BusiBreno
TAHKYA YIIJIbHEHHS JieTeHeBOI TKAaHUHU Y BepX-
HiX yacTKax 000X JiereHb, Oijbllle — Ha BEPXiBIii
CTpaBa, TimeprHeBMaTHU3aiio S3 37iBa, MHUHHY
akcWJISIpHY JiiMpaieHonariio, renaTocrjienomMera-
Jito (puc. 5 a-r).

[Ipu giarHOCTHYHO-CAHAIINHINT GPOHXOCKOIIII:
aHaToMiyHa aHOMaJIisl — TilepIiasis xpsina Kapi-
HU, TIaTOJIOTII CJIM30BOI 0OOJIOHKKM HE BUSIBJIEHO.
Jocnikentst #Ha TyOepKyIb03 (CIM3 TPOMUBHUX
Boa auxastbHuX 1isxiB): TBIL TIJIP i 6akrepioso-
TiYHO B HATUBHUX IIpernapaTax, KBaHTi(pepoOHOBUIT
TecT HeraTuBHMIL. MiKpoO6iOIOTiUHI JOCiIZKEeHHS:
kpoB (mpu rocmitanizaiii) — St. haemolyticus,
mojaniblili mnociBu — HeratusHi. [lociipkeHHsa
CIM30BUX BUAlNeHb i3 3iBa — Candida alb.
Y MOKPOTHHHI MAKPOCKOIIYHO BUSIBJISLIIUCS TPUO-
koBi ciopu Candida alb., mHeBMonTH Kapinii He
0y.J10, TIOOANHOKI HelTpodinu, eosunodimm. [Tocis

3 porosoi mopoxuunm: 5x10° Enterococcus spp.,
106 Str. pneumoniae, 106 Candida alb.; xany —
104—105 Candida alb., vepes 1 mic. — E. aerogenes
100% 103—104. 3a BaxxkicTio mepebiry XBopoOu Ta
3riJIHO i3 YUyT/JMBICTIO JIIKyBaHHS aHTUOIOTHKAMU
BKJI0Yano: B/B renared-KoMmOi, KIapuTPOMIIMH
/0, B/B KyOillMH, MEPOHEM, 3iBOKC, TasIleM, Tie-
HaM, MiKaMiH, BOPIKOHa30J B/B, epuTpomaca Ne3,
IVIG (6ioBeH-MOHO 5%). Y auHaMiIli Bi3Hayaa-
cd TogBa Ha MIKIpI HOBUX HIIJIBHUX eJeMEHTIB
(«JefikeMifiiB» ), ESIKi 3 TIOTIEPEHIX JEn0 MOCBIT-
JijTa, aje 30BCIiM He 3HUKAJIW, i3 HapPOCTAHHIM
rermato- (+5,0 cm) Ta crureHomerasii (+7,5 cm),
YTPUMYBABCS TINEPJIEUKOIUTO3 HEUTPODITHHOTO
Xapakrepy 3 eo3uHOMIiTi€0, HapocTainda TPOMOO-
rronienist. [IpoBesena Bigkpura Giorcist yTBOPIB
Ha mkipi. [icTosmoriyne pocmizkenns: y aepMi ta
MiAMKIPHIM  KUPOBiM  KIiTKOBUHI  audysHI
iHQinbTPaTH, SAKI TpeACTaBICHI KJIITUHAMU THITY
MOHOIIUTIB 31 3HAYHOIO KiIBKICTIO HE3PLINX Ta 3Pi-
JIUX €03UHOMIMBPHNX 1 HEUTPODIIbHUX TPaHyJIO-
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Puc. 6. ©parmMeHT ypaXkeHoi LKipy Npu XpOoHiyHii mMienonponide-
patusHiin Heonnagii  (XMMJ1) 3 eo3nHodinielo Ta nepebynoBOO
PDGFRB: 1 — nomipHO BUpaXeHUA AMMDY3HNIA «/1eAKEMOILHWIT»
iHgINbTpPaT y COCOYKOBOMY LLAPI AePMM, 2 — BUPAKEHWUIA BOTHU-
LEeBUA MyXJIMHHWIA THGpinbTPaT y ciTH4acTomy Lwapi gepmu Ta nia-
LWKIPHO-XNPOBIIA KNITKOBVHI MepeBaXkHO AOBKOMA A0AATKIB LUKipW.
[emaTokcuniH-eo3uH, x 40

pbof Mal alal b’ - i
Puc. 7. ®parmeHT Puce. 6 (HepBoHa pamvka). [ycTuin (BUpaxxeHwit) nosi-
MOPHOKNITUHHAA NYXIMHHWA  («NeKEMOIBHUIA») iHAINbTPaT, AKUi
CKMAZAETbCA 3 YUCMEHHOI KiNlbKOCTi €03MHOMINIB PI3HOrO CTYMeHs 3pi-
fiocTi (1) — NepeBaXHO 3piNuX, a TaKOXK, Y MEHLLIN KiflbKOCTi, 603UHO-
(PiNbHUX MIENOLMTIB T2 NPOMIENOLMTIB, KPIM LbOT0, € TaKOX HeRTpodi-
v (2), MoHOLMTK Ta ix nonepeaHuky (3). MiTo3 y nyxnuHHinA KNiTuHi (4).
JlinounTn (5). CTprxxeHb BonocuHy (6). FfematokcuniH-eo3uH, x 400
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" a.CD 4 (clone 4B12) -. x 400

5. CD 68 (clone Ab-4) +. x 400

6. CD56/NCAM-1AB-2
(clone 123C3/D5) +. x 400

w % ASY TV

Puc. 8. Po3nofin iMyHOrCTOXIMIYHUX peakLiit y nonynauii nyXJaMHHUX KNITUH B ypaxeHin wkipi npy XMMIJT 3 eo3uHodinieto Ta nepebynoBoro

PDGFR (kniHi4Hui BUunagok Ne2)

uutiB (puc. 6, 7). ImyHoTicTOXIMiuHE JJOCITI/IZKEH-
ust: CD56/NCAM-1AB-2 (Clone 123C3/D5)
MMO3UTUBHA B MYXJMHHUX KJIiTHHAX, Myeperoxi-
dase (MPO) Ab-1 nos3utuBHa B IMyXJIUMHHUX KJIi-
turax, CD4 (Clone 4B12) neratuBHa B MyXJIMH-
nux kiaitunax, CD68 (Clone Ab-4) nosutusHa B
IIyXJUHHUX KIiTHHAX (puc. 8).

3 orJsiy Ha KJIiHIYHY KapTuHy, MopdoJioriui
0COGJIMBOCTI TEMOTPaMI, MIEJIOTPAMU Ta PE3YJIb-
TaTU TICTOJIOTIYHOTO ¥ IMYHOTICTOXIMi9YHOTO
JMOCTiKeHHs, HasgBHICTH TpaHcaokarii t(1;5)
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(921;932), t(9;22)(q34;q11) ta eosunobitii, 6Gynu
MICTaBU BiTHECTU 3aXBOPIOBAHHS 0 <«MIEOI/T-
HUX/TIM(bOIHUX Heotiaziil 3 eo3dwHOdimieo Ta
1epedyIoBOI0 PerenTopa TpPOMOOIMTAPHOTO (hak-
topa pocry aimbdha (PDGFRa), perentopa Gera-
dakropa pocty Tpombonutis (PDGFRB)», sxi
MOXyTh Bigmosimatu XMMJI 3 eosunOodimtieto,
aJie 1 He 3a1epevyioTh IOBEHITbHUI MiETOMOHOITI -
tapHuii geitkos3 (FOMMJI). 3 orssay Ha HapocTaH-
HS TIpoJTihepaTUBHOTO CHHAPOMY Ta PEIUANBHUN
3aTSUKHUI 1iepebir [BoGIYHOI GPOHXOIHEBMOHIT
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Tabnuys 2
[vHamika noka3HuKiB remorpamu y nauieHta No2 Ha Tni npu3HayeHHs iMaTUHIOy
MoKasHMK 1-a 3-1 5-a 8-a 10-a 13-a 20-a 25-a llep.e:s ‘iep.ea
noba noba noGa noba noba nobGa pobGa nobGa 1 mic. 3 mic.

Eputpouutn, 101 2,61 3,4 3,46 3,37 3,24 2,95 4,52 4,42 6,5 4,67
lemorno6in, g/dl 8,0 10,5 10,1 9,8 9,5 8,6 12,2 12,1 12,2 12,6
Jlenkountn, x10° 123,28 | 59,8 19,0 12,47 9,39 7,0 7,05 6,1 6,5 6,5
Bnactu, % 0 0 0 0 0
Mienoumntu, % 1,0 1,0 0 0 0
MetamienounTn, % 6,0 2,0 0 0 0
BazoginbHi, % 0 0 0 0 0
Eo3uHoinbHi, % 38,0 38,0 40 10,0 40 2,0
EosuHodinbHi, x1071 46,84 26,1 7,22 3,47 1,52 0,28 0,71 0,47 0,26 0,13
ManuukosgepHi, % 13,0 12,0 1,0 0 1 1
CermeHTosnepHi, % 26,0 20,0 30,0 23,0 22 20,0
JlimcpouuTn, % 13,0 23,0 47,0 61,0 63 70,0
MonoumnTn, % 3,0 40 10,0 6,0 10 7,0
Tpom6ounTy, x10° 100,0 81,0 96,0 104,0 | 147,0 | 219,0 | 196,0 233,0 318 273,0
Hopmouwti Ha 100 KniTuH 2,0
LLIOE, mm/rog 56,0 43,0 45,0 14,0 16,0 11 7

3 OPOHXOOOCTPYKTUBHUM CHUHAPOMOM, TillepTep-
Mif0, 110 MOJIM OyTH BUKJIMKAaHI OCHOBHUM 3aX-
BOPIOBAHHSIM, IUTUHI, 3T1/IHO 13 CyYaCHUMH IOTJIsI-
mamwu [10,49,56], eMmipinaHo, a TaKOXK KEPYIOUNCH
pexomengarisimu P. Erben rta cmiBast. (2010)
PO 3aCTOCYBaHHS iMaTHHIOY, 1O € OOrpyHTOBA-
HUM HaBiTh y oci6 i3 BizcyTHicTIO TIepebyp0oBU
y renax PDGFRa un PDGFRP [26], 4 ciunsg
2019 p. mpusHaveHo iMmaTuHi6 y 1031 50 Mr/m00y.

e ¥ -

Ha Tmi mpusnavenoro JiKyBaHHS Bif3HAYATIOCH
HOKpalianHst: 3 4-1 go0u AuTHHA TiepecTrasa
rapsiuKyBaTH, O3HaKU GPOHXOOOCTPYKINI CyTTEBO
3MEHNTUINCS, BifI3HaYeHO 3MEHIIEHHS PO3MipiB
MapeHxiMaTo3HuxX oprafiB (meuinka +4,0 cwm,
cejesinka +2,5 c¢M 3-Tij Kpaoo pebepHOl Iyru);
IIOCTYIIOBE BijiHOBJIeHHS TToKasHuKiB 3AK, 3 11oB-
HOI0 HopMasizaniero Ha 25-y no0y (tabmi. 2).
JloGpe Habupasa Bary.

- =¥ - I F: o i
Pue. 9. Komn'toTepHa Tomorpadisi y naujieHTta Ne2: a-6 — perpecist iHinbTpaTMBHO-CNeundivyHMX 3MiH Y NapeHXimi fereHb; B — 3MEHLLEHHS

et A TSNS O

PO3MIpIB LUMAHNX Ta aKCUNIAPHUX NiMAaTUYHKX BY3S1iB; I — PErpecisi renatoNlieHanbHOro CUHAPOMY (Ha i 3-MiCAYHOIO BXMBaHHS iMATUHIGY)
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TpuBasa Bepudikalliss HO30JIOTTYHUX OAUHUIIb
XMII3 y putunn. [lasg nporo 3a cupusgHHs Doc.
Simone Cesaro (Direttore U.O.C. Oncoematologia
Pediatrica Ospedale Donna Bambino, Azienda
Ospedaliera Universitaria Integrata Piazzale Ari-
stide Stefani 1, 37126, Verona) BUKOHaHO MOJIEKY-
JIIPHO-TEHETUYHE [IOCHI/IPKeHHST 1epudepruyHol
kposi y Ilagii, Itamist (Prof. Cesare Danesino, dr.ssa
Paola De Filippi Genetica, Policlinico San Matteo
Via Forlanini 14, 27100, Pavia). MosekysapHo-Te-
HETUYHI JOCTI/UKEHHS He BUABUIN MYTaIlii
PTPNIl, NRAS, KRAS rta CBL (pesymnbrar
orpumano 15.02.2019), Tum camum 3arepednBIId
y JUATUHWU IOBEHIJIBHUHN MIi€JTOMOHOIIUTAPHUN
geiiko3  (IOMMUJI). Haromicts  BuUsiBJIeHO
t(1;5)(q21;q32) TPM3- PDGFRP (Martina
Pigazzi, Laboratorio di Oncoematologia pediatrica
Dipartimento di Pediatria Via iustiniani 2, Pado-
va) (pesyJsbrat orpuMano 7.04.2019), mo migTBep-
muno HagBHICTh y mamientkn XMII3/XMMJI
3 eoduHodiyiero. /luTrHa MPOMOBKYE BKUBATH
iMmaTuHi6 y Tiil camiii 1o3i. CriocrepiraeTbest HOP-
masnizanis nokasuukis 3AK (tabm. 2), perpecii
poJiihepaTUBHOTO CHUHPOMY [OCSITHYTO 4epe3
3 wmic. Tepartii, 110 TiATBEKEHO pedyabTatamu KT
(puc. 9 a-r).

Kniniyauii Bunazox 3

XJTOTTYUK BiKOM TPHU MiCAII TOCIITaTi30BaHNI
y ciuni 2019 p. XBopiB GJM3BKO IBOX MIiCSIIiB.
XBopoba nebroTyBasa i3 3arajbHOI M'SI30BOIO
TITOTOHIEIO, E€HTEePOKOJITOM, CYXOIO IIKipoIo,
BIIPOJIOBK Micsitist OyB TMOTaHWil MPUPICT Baru.
3BepHyJHCs 110 egiaTpa micst BusiBiaeHnx y 3AK

i >
Puc.10. MarHiTHo-pe3oHaHCcHa Tomorpadis ronosu, naujenta Ne3:
NOTOBLLIEHHS KICTOK 4yepena

3MiH. AHAMHe3 JKUTTS: TUTUHA BiJ 1-1 1oHONIEHO1
BariTHOCTI, (hi3i0J0TIYHUX TIOJIOTIB, Maca Tijia pu
Hapokenti 3300 T, BUTOMOBYETHCS TPYABMU.
AHaMHe3 CIaJIKOBUI Ta aJleproJIOriyH1il aHaMHe3
— He obrskeni. IlpodinakTuyni mmernieHHs —
BIK. [lani 06'ektuBHoro obcrexents. IIpu roc-
mitTaaisaril 3arajJbHUIl cTal BakKuil. Bigxusa
sHmkeHa. Typrop TkanuH sHmkeHuit. Cebopeii-
HUW  JAepMaTHUT, TEJIONIKOBUN  JepMaTHT.
Han nerensimu xopctke muxamnsa. Y/ 32/xs.
Touu ceprst purmivni, YHCC 140/x8., SpO2 99%,
AT 90/55 m™m pr.ct. [Tepudepuani MHOKUHHI JTiM-
(oByssu: MmigIIesIenoBi, HAAKIIOUYUYHI, MUIHI,
aKCUIISIpHi, JiiMoBy3H 3 060x cropin 1,1-1,5 cm.
JKusirt m'sikuit, renato- (+4,0 cM) Ta criienomera-
aist (+3,5 ¢m), opranu 1iisibHi. KictkoBo-cyrmo6o-
Ba cuCTeMa Bi3yaJabHO He 3MiHeHa. EHTepoKOIiT.
Temn apiypesy sbepesxenuii. MeHiHreaabHi CUM-
nromu BiacyTtHi. BT 1,5x1,8 cM, Ha piBHI KicTOK
yepera. Maca Tina 5,1 kr. 3AK: Ep — 3,98x10"/1,
6 — 10,7 g/dl, Jle -57,48x10°/1, nopmouutu —
2:100, 6mactu — 7%, mip — 8%, MmT™mIl — 3%, 6 —
6%, e — 5%. 11— 8%,¢c—37%, 1 — 19%, m — 7%,
Tp — 88,0x10°/1, IIOE — 3 mm/h. ¥ Hactymaux
aHaJTi3ax KPOBi MOHOIIMTO3 TiepeBuIiyBaB 14—24%.
Y BAK: LDH — 442,0 U/l, ALP — 778,0 U/I,
Fe — 17,4 mmol/l, Ferritin — 210,6 ng/ml,
Vit B12 — 13514,0 ng/ml (N187-883,0),
CRP<6,0 mg/l, iHrmi mokasHUKU Ta iMyHOJIOTTYHi
nocripkentst B Hopmi: IgA — 34,0 mg/100 ml,
IgM — 77,8 mg/100 ml, IgG — 477,4 mg/100 ml,
IgE -3,07 U/ml (N<35,0); kriturauii iMmyHiTeT:
CD3 — 60%, CD4 — 31%, CD8 — 24%, CD19 —
14%, CD16/56 — 11%, CD4/CD8 — 1,6%. Y wmie-
Jiorpami: Hopmottesosisipauii KM; merakapiornuru
MMOOZIMHOKI; TOJPa3HEHUH TPaAHYJIOIUTAPHUN
MapOCTOK, € O3HAKU Au3rpaHysonoedy (tabi. 1).

Y,

niMmdonposnichepatnBHUm

Puc. 11. PeHTreHorpacpia opraHiB rpygHoi Knitku, nauieHT Ne3:

CYHAPOM  CEPEAOCTIHHS, —aTenekTas

S1-S2 3niBa
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Pue. 12. Komn'totepHa Tomorpadisi y nauieHT Ne3: a — [insHKM yLLiNIbHEHHS fIereHeBoi TKaHUHM Ta NyX/IMHHA Maca y CepefoCTiHHi; 6 — NyXJIMHHA

Maca y CepefoCTiHHi; B — LiNAHKM YLLifIbHEHHS JIereHeBOl TKAaHWHW; I — LUWIAHA akcunapHa nimdageHonaris; 4 - renarocnsiieHomeranis

Hurorenernuni gocuimkentss KM — nHopmajibHuit
yostoBiunii kapiotui, 46 XY. MosekyisipHO-TeHe-
trune pocaimpkeras KM: tpancioxkartis BCR/ABL
t(9;22)(q34;q11), tpancnokamis AML1/ETO
t(8;21) (q22;q22) ne BusiBsieno; FISH nociimxen-
nst: He BusiBiieHo BCR/ABL-rena. Kapruna ribpu-
nauzarii nuc ish 9q34(ABLx2)22q11 (BCRx2)
[100], ne BusiBneno peapamsxkartii M LL-rena. KapTtu-
Ha ribpuamsartii nuc ish (MLLx2) [100]; #e BusiBie-
HO MOHOCOMIIO 5, sieientito 5q-. Kapruna ribpuaunsa-
il 5p15.2(D5S23D5S721x2)5q33-34(CSFIRx2)
[100]; He BusiBIEHO MOHOCOMIiIO 7, neferio 7q-.
Kapruna ri6puausarnii: (D7Z1,7qter)x2 [100].
I3 indexiit Bukmodeno rematut B, C, Tokcomas-
MO3, TYOepKyJIb03, apBasipyc B19, mikoriazmo-
By nHeBMoHito, Enmreitna—bapp Bipyc, cudimic,
CHI/J. 3mnaiineno CMV-IgM (+); CMV-IgG
183,61, CMV IIJIP 119,7 Bipycuux komiii. Mikpo-
6ioJIOriyHI HOCIKEHHST: Y KpoBi St. haemolyticus
(MRSH), 3rogom He 0yJ0 pOCTY; AOCIiIKEHHS
cIM30BUX BUIiMeHb 13 3iBa — Candida alb.;
3 HOCa TIOOJUHOKO St. epidermidis; nociB 3 pOTOBOI
noposkuuan — 1x10° Enterococcus spp., 1x10° Str.
pneumoniae, 1x10° St. haemolyticus; i3 xany —
Klebsiella pn (100% ), 1x10° St. aureus. MaruitTHo-
pesonancua Tomorpadis (MPT) rososu: naroso-

Til TOJTOBHOTO MO3KY He BUSABJIEHO, TOTOBIIEH] Kic-
TkH yeperna (puc. 10).

PTT OI'K (puc. 11) ta KT-ckpum: mimguiu
VIIIJIbHEHHS JIereHeBOI TKaHWHU Yy J10P3aJbHUX
Bijytiziax 060X Jierenp, Ginbiie crpasa (puc. 12 a-B),
rematociieHoMeraniga (puc. 12-x), mmitHa, HaI-
KJIIOUMYHA, akcuJisipHa JiimbazieHonatia (puc. 12-1),
KOHTJIOMEpAT MeJ[iaCTUHAIBHUX JiM(paTHIHUX
By3:iB (puc. 12-6).

Bukonana Bigkpura 6ioricist akCUJISIPHUX BY3-
JiiB crpaBa Ta Tpenanariiina 6ioncis KM. Ticroo-
riYHUI BUCHOBOK: Y TKaHWHi JiiM(pOBYy3Ja, 1epe-
BaXXHO B cuHycax, € paudysni iHDiabTpaTH,
SIKi TIpe/CTaBJeHI KJIITHMHAMWU THUITY MOHOIIUTIB
31 3HAUHOIO KiJTbKiCTIO HE3PLIUX Ta 3PIJIUX €03UHO-
dinpaux rpanynonutiB (puc. 13, 14). Kictkosuit
MO30K B 000X Oiomnrarax TilepIesoaspHuil 3a
paxyHOK TporichepatiB i3 KJIITHH MOHOITUTAPHOTO
Ta rPaHyJIOLMUTAPHOTO TUIIIB, 31 3HUKEHOIO KiJIbKi-
CTI0O MeTrakapionuTiB. IMyHOTiCTOXIMIUHE TOCIIi-
mkennst: Myeperoxidase (MPO) Ab-1 — mo3u-
TUBHA PEAKIIiS B YACTUHI KIITUH TyXJIWHHOI TIOTTY-
garii, CD4 (Clone 4B12) — nosutuBHa peakitist
B myxunHHuX kiituaax, CD68 (Clone Ab-4) —
MO3UTUBHA peakilid B MNyXJIWHHUX KJIITHHAX,
CD20cy (Clone 1.26) — meratuBHa peaxitist
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Puc.14. ®parmeHt Pue.13 Jimcpatnyumii Byzon npu HOMMII.
Y 4epBOHOMY KOJfli Yy MDK(ONIKYNSPHOMY NPOCTOPI MyXJIMHHA

Pue.13. TNauieHT Ne3. Jlimdpatnynnii By3on npu FOMMIJ1. Y 4epBoHOMY  nonynsuis KNiTUH — Pi3HOr0 CTyneHst 3pinocTi npeAcTaBHUKK
KOl — MyX/MHHA nonynsauis KNituH. 3eneHe KOO 3i CTPINIKOK —  MOHOLMTApHOrO Ta rFpaHynouuTapHoro psais. 3eneHa crtpinka
36epeXkeHunin NimoigHNiA honikyn HOPManbHOI ricTONOr4YHOI 6y0-  CNPAMOBAHA HA LEHTP PO3SMHOXXEHHS HOPMabHOrO NiMG0iIAHOM0
BU. [emaTokcuniH-eo3nH, x 100 dhonikyna. fematokcuniH-eo3uH, x 400

a. CD 4 (clone B12) +. x 100 6. CD 3 (clone SP7) —. x 400 B. Tdt (clone SEN28) +. x 400

r. PAX 5 (clone SP34) —. x 400 1. CD 10 (clone 56C6) +. x 400 e. MPO Ab-1+. x 100

L e

¢. CD 68 (clone Ab-4) +. x 400 x. CD 20cy (clone L26) — . x 400

Puc.15. Po3nofin iMyHOriCTOXiMIiYHUX peakLiil y nonynauii nyxaMHHUX KNiTUH y nimdpatudHomy By3ni npu KOMMIT (kniHivHUi Bunagok Ne3)
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B myxjuHHuX KiitnHax, Pax-5 (Clone SP34) —
HeTaTUBHA pPeaKIlis B NyXJUHHUX KJIITHHAX,
CD10/CALLA Ab-1 (Clone 56C6) — nosutusHa
peaxilisi B YaCTHHI KJITUH MyXJUHHOI TOIYJIAT],
CD3 (Clone SP7) — HeraTwBHa peaxilis B
nyxunaanx Kiaitnaax, TdT (Terminal Deoxynuc-
leotidyl Transferase) (Clone SEN28) — nosurus-
Ha peakifis B YaCTUHI KJIITHH 3 MopdoJtorieio 6iia-
cTiB Ha GoHI MyXAuHHOI Moyl (puc. 15 a-x).

3TO/IOM OTPUMAHO pe3YyJbTaTU MOJIEKYJISIP-
HOTeHeTHYHOTO Jociakents kposi (Bix 20.02.2019
p.), ske Bussuiao wmyTarioo PTPNIl rena
(c.181G>A, p.D61IN). Myramiii NRAS, KRAS,
CBL mne 3maitzeno, pesyuabtaT ¢eTaabHOTO
remorobiny HbF — 3,9% (mopma <2,0)
(Bim 7.06.2019) (mocaijskeHHS BUKOHYBAJUCS
tore U.O.C. Oncoematologia Pediatrica Ospedale
Donna Bambino, Azienda Ospedaliera Universita-
ria Integrata Piazzale Aristide Stefani 1, 37126,
Verona, sukonano Prof. Cesare Danesino, dr.ssa
Paola De Filippi Genetica, Policlinico San Matteo
Via Forlanini 14, 27100, Pavia). XBopwuii Biamnosi-
naB yciM kpurtepisam s piarnoctukun IOMMJI
[43] xarteropii 1: momommTo3 y xposi >1000
B 1 Mkur; Omacti y kpoBi i KM <20%; criienomera-
aist; BigeyTHicTh t(9; 22) i BCR/ABL-peapansky-
BaHHA, KaTeropii 2: HagBHicTh myTarii PTPN11
Ta Kareropii 3: migBuinene snavennst HbF [43].

JlutuHa  orpuMmyBajsia  aHTHOAKTepiaJbHY
MTOCUMIITOMHY Tepatmifo. 3a dYac ToCIiTasaisarii
(40 nmuiB) momania y Basi, perpecyBajid MPOsIBU
ceOOpeHOro AepMaTUTy, YTPUMYBaBCst JiMbo-
nposicdeparuBamii cuHapoM. IlepebyBae y KoM-
neHcoBanomy crtati. Y 3AK yTpumytoTbcst 3miHu:
Ep — 4,24x10%/1, T6 —11,3 g/dl, Jle — 22,46-
x107/1, peruxymorurt — 12%o, 6acti — 3%, MI| —
0%, mrmp, — 0%, 6 — 2%, e — 9%, 1 — 7%,
¢ — 35%, 1 — 20%, m — 23%, Tp — 126,0 x10°/1,
MIOE — 4 mm/h.

[TamieHT roTy€ThHCS 10 AJIOTE€HHOI TPAHCILJIAH-
Tarii TeMOTIOeTHYHUX CTOBOYPOBUX KJITHH (amo-
TT'CK) Biji HEPOAMHHOTO TOHOPA 32 KOPJIOHOM.

OO6roBopeHHst

Y remaTosioTii BUiIEHO OKPEMUH TUT TTaTOJIO-
IYHUX PEAKTUBHUX 3MiH CKJIaLy KPOBi, AKi mOz1i0-
Hi HAa KapTUHY P JeHKOo31 Ta IHIIUX CUCTeMHUX
3aXBOPIOBAHHSIX KPOBOTBOPEHHSI IMYXJWHHOIO
TeHe3y, ajie He € MPOSBOM IIPOIIECiB, 3yMOBJIEHUX
npostidepalieio 310aKiCHUX OJACTHUX KJITHH, SIKi
OTpUMAaJIN Ha3BY «JeikeMoiaHi peakttii» (JIP). Ie —
3BOPOTHI, BTOPWHHI, CHUMITOMATHUYHI 3MiHU
y «Oimiii» KpoBi, AKi € peakIliero KPOBOTBOPHOI,
JgimparnaHoi Ta IMyHHOI CHUCTEM OpraHisMy Ha

pisHi 3axBopioBaHHs [48,65]. Sk i mpu meiikemii,
Tak i mpu JIP, BUHMKae 3HAYHE OMOJIOJKEHHS
nepudepudHoi KPOBi, a 10 MOSABKU OJIACTHUX KJIi-
tuH. Po3Butky came Heitrpodispaux JIP cipus-
I0Tb HACTYIIHI eTiosioTivHi ¢dakTopu: iHbeEKIiHI
3axBopioBaHHs (OakTepiajabHi, BipycHi, TpUOKOBI
iH(exKI1ii); cemcuc, THiliHI, TOCTPI 3aaJibHi Mpolie-
CU; TOCTPa XipypriyHa, THEKOJIOTiuHa, YPOJIOriuHa
TaTOJIOTiST; TOCTPI Ta XPOHIUHI OTPYEHHS, iHTOK-
CHUKaIlil; CHCTEeMHi 3aXBOPIOBAHHS CIIOJYYHOI
TKAHWHU 1 CUCTEeMH1 BaCKYJIiTH; 3JI0IKICHI HOBO-
YTBOPEHHST; IMIOK Oyab-siKOi eTioJiorii; rocrpa
KPOBOBTpaTa, reMoJIiTUMHUI KPU3; BUXiJ i3 arpa-
HYJIOUTO3Y; BIJINB Qisudaux (aktopiB (Xipyp-
riyne BTpydaHus, (izuyna TpaBMa, i0HI3ylOua
paiallist, omikoBa XBOpo6a TOIO); €HIOKPHHO-
JIOTIYHI 3aXBOPIOBAHH (THPEOTOKCUKO3, Tillep-
MPOAYKIlis  aJeHOKOPTUKOTPOITHOTO TOPMOHY
(AKTT) a6o rIoKOKOPTUKOIAIB); IIKipHI I
alepriuyni  3axBOpPIOBaHHI (MeIWKaMeHTO3Ha
4K CHpPOBaTKOBa XBOpoOa Ta iH.); rocTpa Ta Xpo-
HiYHA HUPKOBA HEJIOCTATHICTh; TPUBAJIE JIIKyBaH-
HS TJIIOKOKOPTHUKOIZAMU; 3aCTOCYBAaHHSA TIpera-
paTiB TpaHyJIOIUTAPHOTO i TPaHyJIOIUTapHO-MaK-
podarabHOTO KOJTOHIECTUMYJIIOI0Y0TO (haKTOPIB;
BILUIMB eMOINHUX (akTopiB (BakKa cTpecoBa
curyarnis) [1,3,6,20,35,39,40,46,48,57,60]. Came
3 MACHUBHOIO 3arnOe/IIi0 MiKpOOHUX TiJI i moTpari-
JITHHSM Y KPOB €HIOTOKCUHY IIOB'SI3aHI ITi/IBU-
meHa TPOAYKIlS HEUTPOMIIbHUX TPAaHYJIOIUTIB
i BUKHUT y KPOB TPaHyJIOIUTAPHOTO pe3epBy KM.
IIpn 3nogxicuux nHoBOoyTBOpenHsAX JIP posBu-
BAETHCS il BIUIMBOM TOKCUHIB ITyXJWMHU, TTPOYK-
TiB 11 posmazy abo MeTacTasyBaHHS IyXJWHU
B KM. YHacnifiok maToreHeTHYHOrO MeXaHi3My
MPOYKITIT TUTOKIHIB myxyinHOoI0 JIP yacTo xope-
JIIOETHCS 13 PO3BUTKOM 3aXBOPIOBAHHS; OIMMCaHI
KJIiHIUHI crnocTepexxeHHsa JIP, perpeciga skux
BistOyBasacst crioHTanHo yepes 12—14 roaus mic/is
Buzanenns nyxsaunau [3]. Ilpu tpuBamomy 3actocy-
BaHHI IVIIOKOKOPTUKOIAIB BiZOYBAETbCSA PEMLYKILis
HaaXO/KeHHsT HeWTPOo(diIiB i3 KpoBi B TKAHWHHU.
[Tpu sikyBaHHI KOJOHIECTUMYJIIOIOYUME (PaKTO-
paMU BUXiJl i3 arpaHyJoONUTO3y MPE3eHTYETHCS
TOABOIO y TleprudepnyuHiil KpOBi HA KOPOTKUN dac
J03piBatounx (opM TPaHYJOIUTIB, 10 MOSICHIO-
eTbest  36imblIeHHaM ix  mpoaykiii y KM,
i3 IPUCKOPEHNUM BUBIJIbHEHHAM 1 HAIXOKEHHSIM
Helitpodinis i3 KM y KpoB. ¥ po3BUTKY TOCTPUX
HelTpodiNb0o3iB  Haiibigblie IaTOreHeTUYHe
3HAUCHHS MAlOTh BMKHUJ[ KaTeXOJaMiHiB, 301J1b-
IEHHS IUPKYJI0I0YNX HEeHTPodiJiB 3a PaxyHOK
CKOPOYEHHST MapTiHAJbHOTO IYJIy, IiIBUIICHUN
BUXi/l HEHTPODiniB y nepudepnyHy KpoB 3 pe3ep-
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BHOTO HeWTpodinpHoro ¢ougy KM [7].
JIP € Hemo/aBHO 33/I0KyMEHTOBAaHUM PiJIKICHUM
ABUIIEM, 13 TOCTIOBHICTIO ITOJiOPraHHUX 3a-
MaJbHUX 3aXBOPIOBAaHb HEJAOHOUIEHUX iTel
3 HU3BKOIO Barow [65], mpu MeTacTaTUYHUX ypa-
JKEHHSX COJTTHUX TyXJIWH (T.3. TapaHeomIacTUIHI
JlefikeMoiiHi peakiiii) oo [20,46].

[ns JIP He XapakTepHi O3HAaKU ITyXJUHHOI
mporpecii, BIacTUBI Jieiiko3aM, aHeMii 5K i TpoM6o-
HUTOIEHIl TPU 1UX IpollecaX He € HaCiIKOM
MeTacTaTUYHOro npouecy. Tak, npu JgeiikeMii Bifl-
3HAYAETHCS TpaHchopMaIlis HOpMaTbHOI TEMOTIO-
eTUYHOI KJIITUHU Y NyXJUHHY, a npu JIP — aktu-
Ballid HOPMAJBHOTO TEMOTIOe3Y 1 HAIXO/KEeHHS
y CyZIMHHE PYCJIO HAJJTUIIKIB «POPMEHHUX» eJie-
MEHTIB KpOBi ab0 NPUTHIYEHHS HOPMaJbHOTO
reMoToe3y 1 TaabMyBaHHS BUXOAY B CyIWHHE
pycJio TIeBHUX KJIITUH KpoBi. OcHOBHMUMU aude-
PEHIIHO-/IIarHOCTUYHUMU BigMiHHOCTSAMU JIP
Biz Jetiko3iB € HopMamisatisg 3AK micasa ycyHen-
Hs1 eTiosioriuHoro dakropa abo crabimisanii nepe-
6iry 3axBOproBaHHS, 10 ii BUKJIWKa0. Taki oco-
GJIMBOCTI y TeMOTpaMi MU CITOCTEPITAIN Y TIEPIITOMY
kiinivHOMY Bunaaky. Xoua y JIP € pucu momai6Ho-
CTi 3 Jeilko3aMWu, OJHaK eTiomaTOTeHEeTHIHOI
CIIIPHOCTI y WX TIPOTIECiB HEMAaE. Y TepIoi JIiB-
YUHKYU TCJs TPUBAIOTO Kypcy KOMOIHOBaHOI
aHTHOAKTEpiaAbHOI Ta HMPOTUrPUOKOBOI Teparrii
3TOZIOM HOPMAJi3yBaBCs CKJaJ TepugepudHoi
KpoBi. Y Hel, BpaxoByIOUM KJiHIUHMiT 1Iepebir XBo-
pobu i sBumia IH Ta peHreHosIoriyni 3MiHu, Ipo-
Bojuacst audepenttiartist Mizk JIP Ha Kauuiok abo
Ty6epKyab03. 1lill ANTHHI OCTATOYHO He BAAIOCS
BepudikyBaTu 30yAHUK, y IOCIBaX XapKOTUHHS
BU3HAUaJIMCSA CIEeKTPU TaTOreHiB Ha Pi3HUX
eTarax rocrmiTamisarii. 3acTocoByBaHa Teparis
Oyma modierionoriunoio. Haiibinbimoro edexty
JOCSTHYTO HA TJIi BXKUBAHHS ITUTPOQPIIOKCAITUHY
Ta 3rofioM — pudamminunay. BpaxoByioun emino-
TOYEHHs], JiarHOCTOBaHUI TyOepKyJ/Ibo3 y OGaTbhKa,
He BUKJIo4aJH, 1110 JIP y XBopoi BUHUKJIa HA TPYyH-
Ti crerudiunoi TyGepKyIbO3HOT ABOGIYHOI GPOH-
XOITHEBMOHII.

Y kartapaJbHOMY 1 CIIa3MaTUYHOMY Iepiojiax
KaIJIIOKa TI0YacTH BiZI3HAYAETHCSA JIEWKOIUTO3
((15,0-30,0) x 10°/1 i HaBiTh Buiie) 3 JTiMbOIUTO-
3oMm i MmoronmTO30M [1,39]. HacoMm KisbKicTh Jiefi-
korutiB Moxke mpocsiratu (70,0-100,0) x10°/1
i BUIIlE, 1110 BUMarae audepenIriajabHoil [iarHOCTH-
Kn 3 Jeiiko3oM. Jleiikonmros i miMdornTo3
MOXKYTh 30epirarucst OJIM3bK0 4—5 THKHIB, TC/IS
yoro remMorpama HopMmamizyerbes |[11,40,57].
JlimponnTo3 3yMOBIEHUN BITUBOM TOKCHUHY,
10 BU/LISIETHCS 30yAHUKOM Katuroka. 1leit Tok-

cuH iHriOye Mirpaitito JiM(OIHTIB 3 KPOBI y JIiM-
(oinny tkanuny [12].

[Tpu TyGepKyIb03i 3MiHU TeMOTpaMi 3aJIeKaTh
Bix kJiniuHOi (hopmu 3axBopioBanns [17,36,63,64].
XponiuHa Ty6epKyJIbO3HA IHTOKCHKAILisS y JiTeil
MOKE CYTTPOBOJIKYBATHUCS HEBEJIUKUM JIEHKOIN-
T030M (IHOJI KIJIBKICTH JIEHKOIMTIB HOpPMaJsIbHA)
i3 TOKCMYHOIO 3ePHUCTICTIO HEHTPODiIiB i JiMbo-
1uTo30M. [Ipu Ty6epKyIbO3HOMY TIJIEBPHUTI TAKOK
crioctepiraeTees gimpornuros. 3piaka (y 1-4%
XBOPHUX) MOJKJIMBA JIEHKOTIEHIsT IPU TYOEPKYIbO3i
[64]. TocTpuii mimiapHuii TyOEepKyJIbO3 JiereHb
CYIPOBOJIKYETHCS BiHOCHUM ab0 abCOMIOTHIM
MOHOIIUTO30M. Y [IedKUX MAII€HTIB 13 TaKOIO
hopmoIo TYOEPKYTHO3y MOKE OYTH Pi3KO BUpasKe-
HUH 3CyB JeWKonuTapuoi ¢GopMyJu BJIBO 3
mosiBoI0 OJ1acTiB, MPOMIENONUTIB, 1O B Psiai
BUIA/IKIB BUMara€ BUKJIIOUEHHS TOCTPOTO JICHKO3Y
[60], mosxmBHit rineprpombormTos [17], mo maso
MicIIe y HaIoi mepIrol marieaTku. Yacto MimiapHuit
TyOEPKYJIb03 JIereHb CYITPOBOKYE JimborteHist [45].

[udepentitosatu JIP weliTpodinbHoro THITY
noTpibHo Hacammepexn i3 XMII3. XMII3 —
1le rpyna KJIOHAJIBHUX TeMaTOJIOTIYHUX Mi€JIOlj-
HUX PO3JA/IiB, Ki CYyTPOBOKYIOTHCS MTyXJINHHOIO
TpaHchOpPMAIli€lo MOJIMOTEHTHOI cTOBOYPOBOI
KJITUHU 3 HACTYIHOIO TpoJrideparieio Mieaoii-
HUX KJIITHUH, SKI TPUBAJIMii yac 30epiraioTh 3iaT-
HICTb JI0 Mu@epeHIiiioBans. Y ci 3aXBOPIOBAHHS
miel rpynu MaoTbh HOAIOHY KIIHIKO-TEeMATOJIO-
TiYHY KapTUHY: TPAaKTUIHO GE3CHMITTOMHIIA mova-
TOK; 3roJloM — 30iJbIIEHHS CeJIe3iHKN, HapoCcTa-
I0Th CUMIITOMM iHTOKCHKAIIii; mpoJridepartis ycix
TPHOX TAPOCTKIB KPOBOTBOPEHHSA TPU3BOIUTH
no rinepkaituHHOCTi KM iy mepudepuunii
KPOBI — JIEUKOIMTO3Y, TPOMOOLIUTO3Y, TPOMOOIIH-
TOTIeHil, ePUTPOIUTO3y UM aHeMii, BUPa3HICTh
SKUX 3aJIEKUTH BiJl HO30JIOTIYHOI (hOPMHU Ta CTAIi1
XMII3 [8].

[IpoBignum kainiuauM cumnrTomom XMII3
€ CIJIeHOMeraJisl, cejie3iHKa MaJbIaTOPHO IIiJb-
ol xoucucrentil. g JIP snaune 36imbirenms
CeJIe3iHKM He BJIACTUBE, 32 BUHATKOM CEIICHUCY,
ajle KOJIM cesie3iHKa 301/IblIeHa He3HauYHO, M'SIKOI
koHcucTeHIii. Taki 0cobJauBOCTI 36iJbITIEHHS
1 ITIJTBHOCTI CeJIe3IHKU MU CIIOCTepIiTaiu y HaBee-
HUX BUIAJKaX. Y IPYTOMY Ta TPETbOMY KJIIHIYHUX
BUIAKaxX OyJjia renatoCciieHOMerasis 31 3HaUHUM
VIIIJIbHEHHSIM OpraHiB. ¥ Ieplioi [iBUNHKH Tera-
TOJIIEHAJbHUN CUHAPOM OyB TOMipHUM, 0€3
yiliibHeHHs: opranis (tabn. 1). Y xBopux
Ha XMII3, npu nepBuHHIH [iarHOCTUII 3aXBOPIO-
BaHHS, y TepudepuuHiii KpoBi BiJ3HAYAETHCS
BUCOKMI Jeiikorurod — monax 50—100x10°/1,
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y JIeWKOIUTapHiil hopMyJii — rinepruiasis KIiTh-
HU TPaHyJOMUTAPHOTO Psily i HaBiTh OJacTH.
Y Ginbmocri Bunazakis mnpu JIP jpeiikonuTos
ne nepesuiye 50x10°/1 i B neiikormrapniii dop-
MYJIi 3CYB, SIK IIPABUJIO, JIO IOHUX 1 OIMHUYHUX Mi€-
JIOIUTIB, TATUIKOAIEPHNX, KITBKICTh SKUX 3HaU-
Ho 36iabmiena [1,3,6,35,57]. ¥ nBox aiByaTtox
rinepJeiikonuro3 cranosus nonaxy 100x10°/1,
y xaomurka 3 FOMMJI — nonax 50x10°/1. B ycix
TPBOX JliTell y reMorpaMi BUSIBJISINCS 3MiHU, TTPU-
tamanHi XMII3. IloBimomasgeTncsd, 1Mo B 0ocib
i3 JIP wacTo BifizHa4a€eThCA TOKCHMYHA 3€PHUCTICTD
HelTpodimnis, mo He BaactuBo XMII3, yoro He
6yJ10 y ’KOHOTO OMMCAHOTO TalfienTa. Y 0cib, XBO-
pux Ha XpoHiunui mienoseiikos (XMJI) Ta imio-
naTuaHuil Mienodiopos (IMD), y nepudepuyiii
KPOBI 9acTO AiarHOCTYIOTh TilmepTpoMOOINTO3
(ipu IM® moske 6yTit TPOMOOIIUTOTIEHIST) Ta aHe-
MiuHMIT cUHAPOM, 1110 OyBa€ BKpaii piako mpu JIP
(3a BUHATKOM PSJIy CTaHiB — CETICHC, TOCTPA TOCT-
reMopariusa anemis) [1]. Y nepiomy KiiHiYyHOMY
BUIIQJIKy B IeMorpami, OKpPiM TillepJaelKoIUTO3y
monan 170x10°/1 i3 oMoJIO/KEHHSIM Y JIEiKO-
murapuii opmysi po OiactiB, crocrepiraBcst
rineprpom6oruTos Gibie 1300x10°/1, remartosrie-
HATBHUHM CUHAPOM, SKi IaBaJU MiICTaBU 3aTi03-
putu XMII3, sokpema IOMMJI abo XMMLJI.
Heo0OximHo maM'sataTu, 110 IPOBiAHUM IIPK AiarHO-
ctutti JIP € HagBHICTh OCHOBHOTO 3aXBOPIOBAHHS
(indexIris, MyXJIUHA, IOK, TOKCEMis, TTOTITKO/[’KEH-
HS TOIIO), TPU SAKOMY MaloTh Micile aaHi
TpaHchopMalliiiii 3MiHU B TeMorpami. Y JBOX
HACTYMHUX TMAaI[i€HTIB 3aBASKUA MOJIEKYJISPHO-
reHeTHYHOMY aHasi3y BimOymacs Bepudikaiis
[aTOJIOTTYHOTO MIPOIIECY, 3MIHM Y reMorpami OyJin
noiGHUMU, TIPOBIHOO OyJia rinepeosutHodiis.
Eosunodinieio HazmBaioThCcsl CTaHW, 3a SIKUX
abCoOJIOTHE YUCIIO €03MHOMIIBHUX JIEHKOIMTIB
y kposi niepesutrye 0,45x10°/1. Eosunodinu — 1e
TPaHyJISPHI JIEUKOINTH, SIKi BUSABJIIOTHCS B KPOBi
I TKAHUHAX Y 3/I0POBUX JIIO/Ieil Y HEBEJIUKUX KiJlb-
KOCTSIX. ¥ HOPMi YHMCIO e03WHOMIIIB Yy KPOBI
menmre 0,35x10°/1 (mo 6% Bcix JeldKOnUTIB).
i xmiTHHY BUKOHYIOTH iIMYHO3aXUCHY (DYHKIIIIO
MIPOTH reJIbMIHTHOT iHBa3ii, bakTepiii, BipyciB, rpu-
6iB. Eosunodinm 6epyTh y4acThb y peakiisax rirmep-
YyTJUBOCTI HerailHOro TUIly, IOB'SI3aHUX 13
TOCTPOIO AJIEPTI€I0, TTOTIEPE/IZKAIOTH TeHEePaJTi3alliio
IMyHHOI BiJioBi/li opraniamy. IliABuIeHHS KiJIb-
kocTi eosunodinis monax 1,5x10°/1 HasuBaeTbes
rinepeosunodiiieio [37]. [inepeosinodinis Moxe
MPU3BOJIMTH JI0 MATOJIOTIYHOTO CTaHy, 110 HaOyBa€e
pHC OKpeMOi HO30J0Tii. 3a eTioMOTIUHNUMH 1 TTaTo-
isionorivnumMu akTopamu eo3uHOMIIIT MOKHA

PO3INTH Ha peakTUBHI (HEKJIOHAJbHI) 1 KO-
HAJIBHI, 1[0 CYIPOBOIKYIOTH XBOPOOU CHCTEMU
KPOBI, IPU IKUX €03UHOMIJIN € YJACTUHOIO 3TOSKiC-
HOTO KJIOHY. PeakTuBHi eo3uHODiii 3yCcTpiuaroTh-
cst yacriie, Hixk KIoHabHI [4,5,37]. KomnonenTn
MUTOMAA3MN  €03WHOMDINIB, BUBIJBHIIOUNCH
Yy KPOBOTOKY, CHPUYMHSIOTH IIKI/VIUBY /Ail0 Ha
eHJIoTeJTi, MIEJIIHOBI HEPBOBI BOJIOKHA 1 HaBKO-
JUNTHI ~ TKAHWHW, BUKJWKAIOYNA  YPaKEHHS
6araThOX OpraHiB i cUCTeM, HacaMIIEpes cepiie-
BocyAnHHOI Ta HepBOBOI [1,28,29]. ¥V marorenesi
3aXBOPIOBAHHS HAJIAETHCS 3HAUEHHS TIpoJTichepartii
eosunodiynie y KM, BakiuBYy poJsib TIPU I[bOMY
BigirpatoTh T-siMboIuTH, SKi MTPOAYKYIOTH €03W-
HOMIIONOETUYHI UTOKIHW. YPpa)KeHHsI OPTaHiB
i cucteM 3yMOBJIEHE BILTUBOM BMICTy TpaHyJI
€03MHO(DLIIB — KaTiIOHHUMU OiJIKaMU, TIePOKCH/Ia-
3010, HelpoTOKcuHaMu Ta iH. OCHOBHUMU KJIiHiU-
HUMU TIPOSBAMU TilePeo3nHODITHHOTO CUHIPOMY
€: TIporpecyioda cJaa0OKiCTh, MOTIiPIIAHHS ATIeTUTY,
3HUKEHHS MacH Tija, 6ijib HeBU3HAYeHOl JIOKaJIi-
3allil y JKUBOTI, Hy10Ta, OJIF0BaHHS, HEITPOLYKTHB-
HUI Kallesb; cBepOikK MIKiPH, MOKINBUNA HAOPSIK
KBinke; TiABUINEHHS TeMIepaTypyu Tija, M0
CYTIPOBOKYETHCS MITAUBICTIO, TIEPEBAKHO BHOUI;
30IJBIIEHHS] TEYiHKNH Ta CEJIe3iHKM; ypasKeHHS
cepiist (apuTMii, TTOPYIIEHHST aTPiOBEHTPUKYJISP-
HOI TTPOBITHOCTI, PO3MTUPENHS MeK CepIIs, 3aCTili-
Ha ceplleBa HEJIOCTAaTHICTh), B OCHOBI SIKOTO
JIESKUTH PO3BUTOK €HOMIOKapiaJbHOro (hibposy;
[osiBa B JIEreHsIX BOTHUIIEBUX iH(MinbTpartiB abo
Mndy3HUX THTEPCTUIINHUX 3MiH, PO3BUTOK TLI€-
BPJIbHUX BUIIOTIB; YPa)KeHHS HEPBOBOI CUCTEMU
(3armaMOpOYeHHsI, TOJOBHUN Oiib, y BaKKHX
BUIAJKaX — MapeHHs, TrajioluHallii, PO3BUTOK
KOMAaTO3HOTO CTaHy, TIPW TPUBAJIOMY iCHYBaHHI
rinepeo3anHOMIIBHOTO CUHAPOMY — JIE€MEHIIis).
MoxyTb criocTepiraTucst HOpYIIeHHs 30pY, CIYXY,
po3BuBaTucs TmepudepuyHi HeBpuUTu [4-6].
OcHoBHWMIT i KaTIOHHUN GIJIKK TpaHyJ e03uHObI-
JIiB MAlOTh IHUTOTOKCUYHUHN e(eKT Ha 3HAUHY
YaCTUHY KJIITUH OPTaHi3My, KPiM TOTO, 3B'3yT0un
rernapuH, 3MEHINYIOTh AHTUKOATYJSHTHY aKTHB-
Hicte [1]. TpuBana rinepeosuHodisist Gyab-sKOi
€Ti0JIOTii MOsKe TIPU3BOAUTHU /10 PO3BUTKY €03UHO-
(inbrOI iHGIABTPalii opraHiB i TKaHWH [4].
¥V 3B's13Ky 3 UM HEOOXITHO IKOMOTa paHilie Jiar-
HOCTYBaTH OCHOBHE 3aXBOPIOBAHHS, SIKe TPU3BEJIO
110 PO3BUTKY Tiniepeo3nHodiii. Y HaBe/eHUX Jpy-
TOMY Ta TPEThOMY KJIIHIYHOMY BUTIQ/IKaX, HA HAIITY
IYMKY, Majio Micile KOMOiHOBaHe ypasKeHHs
Jiererb — iH(ekIiiiHe Ta npoidepaTuBHE, y TOMY
YUCJi BHACHIIOK €03MHOMIIbHOI iH(IIbTpAIlii.
[TinTBepKeHHSIM 1[OTO € perpecis iHdiabTpa-
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TUBHUX 3MiH y TTapeHXiMi JiereHb Ha TJIi TpUioMy
imaruni6Oy y mamientkn Ne2 va KT (puc. 9 a-6).

MienoancnnacTiuni Ta MiegonposidepaTuBHi
po3namu y JiTell € MEeHNI TOITUPEHUMH, MAIOTh
pisHi MOp(OJIOTiYHI, IIMTOreHeTHYHI 0COOINBOCTI,
TIPOTHOCTUYHI (DaKTOPM Ta TepareBTUYHI TiIXO/IH,
nopiBHAHO 13 popociaumu. llicas BiAKpUTTA
crieruivHOi MyTallii — TpaHcaoKarii Mixk 9 i 22
XPOMOCOMaMH — PO3MOYAJINCST aKTUBHI TONIYKN
TeHeTUYHUX JIeheKTiB MPU PI3BHOMAHITHUX OHKO-
JIOTIYHWX 3axBopioBaHHSAX. OcTaHHIMU pOKamMu
BiZIOyJ/IMCsT 3HAYHI 3MiHU B PO3YMiHHI PO3BUTKY
inmmx Ph-weratusnnx XMII3, y Tomy uncii Tux,
SIKi CYTTPOBO/UKYIOThCA eo3uHObimie0. € mneBHa
MoAiOHICTD 13 MeXaHi3MaMU, 110 JIeKaTh B OCHOBI
XMII3 ta mpu XMJI, B yTBOpeHHI MyTaHTHOI
dbopmu 6iKa 3 MOCTIHHOI TUPO3ZUHKIHAZHOIO
akTUBHICTIO. BizikpuTTst octannix 10 pokiB mpus-
Besn 710 eperysany kaacudikarii XMI13, ix miar-
HOCTUKN Ta JiiKyBaHH4. Pamime giarHOCTHKA
Ph-aeratusaux XMII3 6araro B yomy Oy/ayBajia-
¢ Ha JaHuX MOPQOJIOTiYHOrO AOCHiAKeHH Giol-
tary. ¥ 2008 p. BcecBiTHa opraHisaiiss 0XOPOHHT
3nopoB'st (BOO3) cTBopuia HOBY OCHOBHY Kare-
ropito: «Miemnoigni Ta JgiMdoinHi HOBOyTBOPEHHS
3 €03MHO(DIIEI0 Ta aHOMAISIMU TPOMOOITUTIBY.
[lo ocHoBHUX miarHOCcTMYHUX KpuTepiiB XMII3
Oysio BKJIOUeHO HasBHicTh myTaiiii Jak2V617F
a /I BCTAHOBJIEHHS BapiaHTa KJIOHAJIBHUX €03U-
HO(DLIiI — 000B'I3KOBE JOCITIIZKEHHSI TIepedy10BU
B JiJHKaX TreHiB TpoMOGOIuTapHOTO (haKkTopa
pocry anmbda (PDGFRa), TpomborTaproro hak-
topa pocty 6era (PDGFRP) i perenrropa akropa
pocty ¢ibpobaacris-1 (FGFR1) [16]. ¥ 2016 p.
151 KaTeropist OyJia mepersisiHyTa Ta JONOBHEHA B
knacudikarii BOOJ3 [13]. Yinbae Mmicie mocian
MOJIEKYJITPHO-TEHETUYHI METO/IU.

Ha panuii yac pocuth n06pe BUBYEHi MyTarlii
3a y4acTio T€HiB, MO KOAYIOTh PEIENnTOphA 0
tpomboruTaproro ¢dakropa pocry (PDGFRa
i PDGFRp). PDGFRa i PDGFRP mictsatb Tupo-
3WHKIHA3HUN JIOMEH i B HOPMi aKTUBYIOTHCS TIiJT
miero tpomborutapHoro (akropa pocry [66].
Ocrtarouno He 3’4COBaHO, YOMY CIIOCTEPITAETHCS
TITbKN €03WHO(DIMIA 32 JAaHOTO TUIY MYTaIliid.
[TIpu mepebymosi rena PDGFRP mnaituacrtime
BiZIOYBalOThCs TPAHCJIOKAIl 3a y4acTio JIOKyca
33 xpomocomu 5. Ha xpomocomi 5 po3TaiioByioTh-
csl TEHW, 10 KOMYIOTh IUTOKIHU, SIKi PEryJIoi0Th
eosnHObIIONOE3: iHTEpIIelKiHN 3, 5, TPaHYIOIH-
TapHO-MakpodarajibHUil KOJOHIECTUMYJIIOIOUMI
dakTop [41]. Mienoigni ta mimdoinni HOBO-
YTBOPEHHS 3 €03WHOMINi€I0 Ta aHoMalisiMu
perteritopie. PDGFRa, PDGFRB ta FGFR1

€ TPYIOIO TeMaTOJIOTIYHUX HOBOYTBOPEHD, Ki
KOJIYIOTh KOHCTUTYTUBHO aKTUBOBAHI TUPO3UHKI-
nasu [23,26,32,33,34,47,51,56,59]. Buninewnus
XBOPUX 3 TaKUM BapiaHTOM MyTalliil BasKJHUBe
3 OrJIAly Ha IX Tepallilo, OCKiJIbKA XUMEpPHIi
6inikn PDGFRa [33,34,66], a Takoxk PDGFRp
[27,47,49] npurHiuyioTbest iMaTHHIOOM, TOMY Ha
ChOTO/THI Tepallid MepIol JiHii /151 TAKUX XBOPUX —
1e iHriOiTOpY THPO3UHKIHAS.

Binpiricty mami€eHTiB 31 3JUTTIM TeHIB
PDGFRP marore XMII3, neoriazmu tuiy mie-
gopuctmactTuanuii cungpom (M/IC) /mienomnpoati-
deparuBhe 3axBopioBanns (Hanpukiaan, XMMJIL,
aTurosa X MJI, OMMJT) abo 3pigka — MieoigHa
6s1acTHa haza/BTOPHUHHA rOCTPA Mi€IOT[HA JIeiKe-
Mig (I'MJI). MienoniposideparuBsi Ta Jimdoinai
HOBOYTBOPEHHS, TOB'A3aHi 3 TeperpymyBaHHIM
reniB PDGFRo, PDGFRPB ta FGFR1, yTBOpIo-
I0Th TPU PIiJKiCHI creru@ivHi TPynu 3axXBOPIO-
BaHb, SIKI MAIOTh JIEAKI CIIIJIbHI O3HAKM, & TAKOXK
BiZIMIHHOCTI. AJie HE3MIHHOIO 0COOJIMBICTIO € €031~
Hoinisgs. Bussuru mnepebynoBy TeHIB MOKHA
3a mpomomoromo: fluorescent-in situ-hybridization
(FISH) abo reverse transcription polymerase
chain reaction (RT-PCR), ockiJibK1 KijibKa TeHiB,
IO KOAYIOTb €03UHOMINONOeTHYHI ITUTOKIHN
(manpukman, IL-3, 1L-5, GM-CSF), mictsarses,
HampukJaax, npu Tepebynosi rena PDGFRp
y missHIi xpomococmu 5q31~33 [56]. IlixBumeni
piBHI TpunTasu Ta/abo Bitaminy B12 y cuposatii
MOXKYTh CHOCTEPITaTUCS TIPU MI€NOITHUX HOBOY-
TBOPEHHSIX, 0COOJIMBO Y BUTIAJIKAX 13 T1€PeOy10BO0
reriB PDGFRa a6o PDGFRp [38,62]. ¥ cupo-
BaTIli KPOBi MarieHTiB 1 Ta 2 MU TeK BUABUIN
3HAUHE ITi/[BUIIEHHS 3HAYeHHs BiTaminy B12.

Ha nymky A. Reiter 3i cmiBaBt. (2017) [56],
He3Ba)KalouM Ha Te, IO cydacHa KJiacudikaiiist
MI€JIOITHUX HOBOYTBOPEHb 3 €03UHOMLIIE 31e-
GIJIBIIIOTO TPYHTYETHCS Ha MOJIEKYJISIPHUX MapKe-
pax, JiarHOCTHKa Bce K MOBUHHA KOPEJTIOBATUCS
i3 KomOGiHali€e rictoMmopdosiorii Ta KIIHIYHUX
i mabopatopHux kKpurepiis. MaKTUYHO KOIEH
13 MOJIEKYJIIPHUX MapKepiB He MOB'd3aHUM 3 €1~
uuM ernoruniom. Hanpuxnazx, FIP1L1-PDGFRa
MosKe 3pigka acomitoBatucs 3 T-mimMdobaacTHOO
JiMpoMOI0/NIefIKeMI€I0, He3Ba)Kalouu Ha Te, 10
3a3BUYA NPE3EHTYETHCS SIK XPOHIUYHUI Mi€sOi/-
HUU HOBOYTBIp 3 €03WHO(DITIEI0; aHaIOTidHO,
neperpynyBanusg PDGFRPB wmoxke mpussectu
JI0 CIEKTpa MI€JOIIHNX HOBOYTBOpeHb. Kosken
i3 reniB FGFR1, JAK2, FLT3 i ABL1 nos'sa3anuii
3 PI3HOMAHITHUMHU HO30JOTiSIMU, BKJIOUAKUYU
B- ab6o T-kaitunsi aimdoinni neiikemii/miMmdomu
abo xponiuHi, abo de novo/BTOPUHHI TOCTpPi Mie-
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JIOiTHI JtefikeMil 3 eosunodimiero un 6e3 Hei. ILi-
KOM MMOBIPHO, 1110 (haKTOPH, TaKi K repMiHaJIbHI
azjei cnpuiiasaTauBocti (germline susceptibility
alleles) marienTiB i1 ¢akTopu 3axBOpIOBaHHS
(HanpukIiaz, Habip HaGy TUX COMATUYHUX TTYXJIMH-
HUX MyTalliif i CyOKJIOHIB), CIIPUSIOTH T€TEPOTEH-
HOCTI 3axBopioBaHb. Xo4a kjacudikaiis BOO3
€ HA/I3BUYAITHO BAKJIMBOIO OCHOBOIO JIJIT CTPATHU-
(ikartrii e03mHOMITEHIX HOBOYTBOPEHD, JTIKYIOUNH
Jikap 3000B'si3aHMiI BpPaxoByBaTH $IK KJIHIKO-
[aTOJIOTIYHI, TaK 1 MOJIEKYJSAPHI KpUTepil s
YTOUHEHHS JIIalrHOCTUKU Ta TPOTHO3YBAHHS 3aX-
BOPIOBAHHS I BCTAHOBJIEHHS BiIIIOBITHOTO TIJIAHY
jaikyBanus [56]. Y HaBeeHWX HaMU JIPYrOMY
Ta TPEThOMY BUIIAJIKAX IIarHOCTUKA TPYHTYBAIACS
Ha KOMOiHaIli1l KJIiHIYHUX, TICTOJOrYHMX, IMYHOTi-
CTOXIMIYHUX, MOJIEKYISIPHO-TEHETUYHUX METOJIIB.
[Ile y 1992 p. onucano XMII3 3 eo3unodisieio
Ta (hiKCOBAHOIO XPOMOCOMHOIO ITOJIOMKOTO B JIOKY-
ci 8p11-12 i3 3amyuennusam reda FGFR1, saxwuit pos-
TAMIOBYETHCS caMe Ha XpoMocoMi 8 y jokycax p11
i p12 i mae 19 ex3oniB [59]. [lapTHepamu reHa
FGFR1 npu TpaHCIOKAIisiX MOKYTb OyTH pisHi
renu. Bike ommcano ciM TeHiB, gKi NpU 3JUTTI
3 FGFR1 koxyoTh XuMepHi OLIKH 3 THPO3HHKI-
HA3HOI0 aKTUBHICTIO. Mi€OInHI TyXJIWHU, acoIli-
fioBaHi 3 epebynoBoo rera FGFR1, morawo -
JAlOThCSL Tepamii B JaHWH 4Yac: XUMepHi OiIKu
3a yuactio rena FGFR1 criiiki 10 BizomMux inrioi-
TOPiB TUPO3UHKiHA3. [Ipu JiKyBaHHI BUKOPUCTO-
By1oTh momiximioteparmiio (IIXT), 3a momomoroio
SIKO1 BAAETHCSI OTPUMATU TLIHKU YACTKOBY BiJlIIO-
Bigb abo crabimizaiiio 3axBoploBaHHSA. XBOPI
THHYTD Y cepeaHboMy depesd 1,5 poky Bifg modaTky
saxBoptoBatHs. J. Chen Ta criiBat. (2004) BBasKa-
10Th, IO TIJTBKM 3aCTOCYBaHHS aJIOT€HHOI TPaHC-
IJTAaHTAIlil TEeMOMOETHYHUX CTOBOYPOBUX KJITHH
(ano-TTCK) abo migocraypiHy mae Hajioo yHU-
KHYTH PaHHBOI CMEPTi y ITiif KOTOPTi XBOpHUX [21].
Opnnak BUSIBJIEHHSI MyTallii, 1110 JIEKUTh B OCHOBI
JTAHOTO 3aXBOPIOBAHHS, /I03BOJISIE BECTH AKTUBHU
MOIIYK TapreTHol Teparii — iHriGiTopa 6ijKa, 1110
konyeTbesi TeHoM ZNF198-FGFR1. Bigkpurrsa
HOBHUX TIepeOyI0B TeHiB, OB A3aHUX 3 €03UHODI-
JI€T0, 1aJTi IOTIOMOsKe HaM 3PO3YyMITH MOJIEKYJISAP-
Hy TaTOGIOJIOTII0 TIMX 3aXBOPIOBAHb 1 JOMOMOTTH
y PO3BUTKY iHTIOGITOPIB MaJIMX MOJIEKYJI, SIKi MTPH-
THIYYTOTh JAEPETYJIAII0 KPOBOTBOPEHHS [59].
ImaTuHi6 € Teparii€ero mepuiol JiHii y narieHTiB
3 anomarnismu PDGFRa [26,33] i PDGFRp
[10,23,26,41], Tomi sIK mali€HTHU 3i BJUTTAM
FGFR1 He BiAnoBial0Th Ha 110 TEPAITiio i MAOTh
moranuii mporuos3 [49]. ¥ OGisbimocTi JitepaTyp-
HUX JIKepeJi TepareBTHYHA /1032 iMaTHHIOY KOJIH-

Baetbes Bim 100 mo 400 mr [23,26,33,41]. ¥ manunit
yac He ICHy€ IeBHUX PeKOMEeHJAIlil 100 KOH-
KPETHOTO JI03YBAHHS Ta TPUBAJIOCTI Tepartii iMaTu-
Hibom g wiei rpymu manientis [10]. ITosimo-
MJISIETBCS, 1[0 TpUBaJE JIKyBaHHS iMaTHHIGOM
MOJKE TIPU3BECTH /IO CEPIIEBOI TOKCUYHOCTI, TOMY
Jly>Ke BaKJIMBO BU3HAUUTH MiHIMAJIbHY e(DeKTUB-
Hy 103y iMaTuHiOy, HEOOXiZHY IS MiATPUMKU
pemicii 3axBopioBanus [24,33]. G. Helbig 3i cmiB-
aBT. (2008) BBakatoTh, MO OMHOPA30BA MIOTUK-
HeBa J103a iIMaTHHIOY € I0CTaTHBOIO ISt TIATPIM-
K pemicii y marienTiB i3 mepebOyaoBOIO reHa
FIP1L1-PDGFRo. Kpim Toro, Biosib 3aauiia-
jJacst ¢TtabiTbHOIO BIPOJOBK YCHOTO TMEPiOy
JIIKYBaHHS i3 TOBHOIO pemicieio y 100% marienTis,
aJjie TPy IPUIIMHEHH] JIIKYyBaHHS iIMaTHHIOOM XBO-
poba mosropioBasacst [33]. Take moBimOMIEHHS
€ BaXXJIUBUM TaKOX 1 3 €eKOHOMIYHOI TOUKU 30Dy,
OCKLJIBKU T1i TIpenapaTy € JOPOTMMU. 3a3HAYAETD-
¢, MO € YacTUHA TAIli€EATIB 3 TiMepeo3nHOMLIIEI0
i3 XMII3, ane 6e3 nepebynosu reris PDGFRo
g PDGFR, siki MaioTh Takox p00py BiAMOBiIb
Ha Tepamiio imarmnribom. Ha mymky P. Erben
Ta iioro koJer (2010), 06rpyHTOBaHKM € BUIIPOOY-
BaHHs iMaTHHIOy HaBiTh B 0Ci0 i3 TAKUM HeraTHB-
HUM Te€HEeTUYHUM pesyJibratoM [26]. ¥ Hamomy
JIPYTOMY KJIIHIYHOMY BUIIQJIKy MOJIEKYJISIPHO-Te-
HeTnuHe gociimkents Bussmao t(1;5)(q21;q32)
[41]. Ticsst BUBYEHHS PsILy BUIIe3TafaHUX Ty OJIi-
Kalliii, BpaXOBYyIOUM BaKKIiCTb CTaHy JIUTUHU
i3 MBUAKUM TIpOrpecyBaHHaM JimMdotmpomidepa-
TUBHOTO TIpOIleCy, Tirnmepeo3nHodiii, TPUHHATO
pillleHHS  po3moYaTH  Tepamilo  IMaTUHIOOM
JI0 OTPUMAaHHS PE3yJIbTaTiB MOJIEKYJISPHO-TeHe-
TUYHOTO Jocaijpkenust (BusBienns TPM3-
PDGFRp-myrariii). /[osa npenapary Hamu OyJia
BuOpaHa eMITPUYHO, OCKiJbKM Ha dYac CTapTy
3aCTOCYBaHHS MeJMKaMeHTY JliBUMHI[I BUIIOBHU-
jocs Jnie 4otupu Micsii. Tepanist imatuxiGom
y no3i 50 mr/moby nana TMO3UTUBHMIT KIIHIKO-
naboparopuuii edext (tabi. 2).

IOMMJI — 1e kJOHANbHE TEMOMIOETUYHE 3a-
XBOPIOBAHHS JIUTSIYOTO BiKY, 110 XapaKTePU3YETh-
cs mipoJtichepalli€o TpaHyJIOIMUTAPHOI i MOHOIU-
TapHoOi KMiTUHHUX JiHiit [42,43,53,54]. Bianosiz-
HO 10 cydacHoi kiacudikamii BOO3, IOMMJI
BIIHOCATH /10 TPYNU TaK 3BAHUX MIE€JIOINCILIA-
CTUYHUX/Mi€onposihepaTUBHUX 3aXBOPIOBAHb —
KJIOHAJIbHUX TEeMOIIOeTUYHUX HeoIuiasiid, sKi
BKJIIOYAIOTh B cebe 3aXBOPIOBAHHS, 110 MAIOTh BOJI-
HoOuac i IUCTIJIACTUYHI, 1 TpoJtipepaTHBHI XapakTe-
puctuku [42,43,54,66]. Yactora 3aXBOPIOBAHOCTI
CcTaHOBUTH Tpuban3HO 1,2 Ha 1 MJIH giTell Ha Pik,
1e 6m3bko 1,6—2,4% cepen reMaTOJIOTIYHUX HEO-
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maasiit gursaoro Biky [15,43,61]. KOMMUJI 3yctpi-
YAETHCS MEPEBAKHO Y JIITel, MOJIOIIIUX 32 YOTUPHU
pokn. Bik Ha MOMEHT BCTAaHOBJIEHHS [iaTHO3Y
KOJIMBAETHCS BiJl OHOTO MICSILSI 10 PAHHBOTO i/~
JITKOBOTO BiKYy, 1poTe y 75% Bumnajakis KOMM.JI
PEECTPYETHCA y MiTe BIKOM /0 TPHOX POKIB.
Meniana BiKy, 3a PI3HUMU TaHUMU, CTAHOBUTD Bijl
1,1 mo 2,5 poky, npu 1bomy 35-40% — 1e mitu
BIKOM /10 POKY, 26% mnarttientiB i3 OMMJI — crap-
I 3a TPW POKM i Jiuie 4% — cTapiii 3a I'sTh
POKiB. BijidHauaeTbcsl 4yiTKe mepeBakaHHS XJIOTI-
YUKIB TIOAO AiBYATOK y crmiBBigHomenHi 2:1,31.
MakyJiapHO-TIallyJIbO3HUK  BUCHUII Ha IIKipi
3ycTpivaerocss 'y 35% xBopux Ha IOMMUJL
[Tpu FOMMUI € moka3oBi 3MiHU y TeMOrpami: Jieii-
KOIIMTO3 13 abCOIOTHUM MOHOIIMTO30M, aHEMIEH0
i TPOMOOITUTOTIEHIETO € YHIBEPCATbHIMM TS JTiar-
HOCTHKH, Ha BigMiHy Biz MopdoJorii KM. Xoua
KiJIbKiCTb TPOMOOIUTIB € 3MIHHOIO, MOXKJIUBA
noMipHa TpomOoruToneHisa. Yucao JIeikonuTis
y 30% sunaxakis mepesumiye 50x10°%/1, y 7%
narienTis 3ycrpivaerbest monax 100x10° /1. Tnkosm
y TAI[€HTIB BUSIBJSEThCS He3HauHa 6Gaszodiis.
Yucsio eo3unodiiB, 3a3BUYai, y HOPMi, MOKITMBA
noMipaa eosuHodinig abo Xk TinepeoswHOiIisA
(>1,5x10°/m). <«Timepeosunodinbuis BUMaIKN
IOMMJI moxytp nHaramyBatu Bunaaku XMII3
i3 eosuHodiieo, MOB'd93aH0I0 3i crenudiTHNMHI
UTOTEHETUUHUMHU /MOJIEKYJISIDHO-TEHETUIHUM U
aHomasisimu i3 1epebynosoo rexnis PDGFRo
a6o PDGFRp, sKi po3rasiialoTbCsi OKPEMO
Bim FOMMUJIL. Y remorpami y xBopux Ha IOMMUJI
HEPIKO BUSBJISETHCS aHEMIs, SIKa € YaCTO HOPMO-
UTapHoIo, iHOAI — MakporuTapHoio. Hepinko
MOJKYTb CIIOCTEPITaThCS aTUIIOBI, BeJIUKi (hopmu
tpombouutis. Iligsumenns HbF 3 Bikom € rosos-
Hoto xapaktepuctukoio IOMMUJI, 3a BUHITKOM
0cib i3 MOHOCOMIEIO 7, OCKIJIbKU Maiike yci mitn
i€l Tpynmu MaioTh HOpMasbHe 3HadeHHs HDbF
Y TperboMmy KiiHiYHOMY BUTAAKY TTOKa3Huk HbF
OyB miaBuieHuM. MoHocoMist 7, IK €iHa aHOMa-
mist, mpucytHst 'y 25-30% mnamientis i3 KOMMUJI,
10% matoTs iHIIi ToreHeTnYHi abepartii, a y 60%
BUSBJISIETHCS HOPMasIbHM Kapiotut [1,52,53,54].
[Tpr KOMMUJI 1o 90% maitienTiB MaloTh BPO/KEHi
un HabyTi myranii PTPN11, KRAS, NRAS, CBL,
NF1, mo akrtuBytorh y kaituHi RAS/MAPK-
cuTHaJNBbHI Taxu [44]. Bxasami mosexyasgpHi
XapaKTEPUCTUKU CIIPUSIIIN BIIKPUTTIO TPYIIN TeHE-
TUYHUX CUHIPOMIB: «Helpo-Kapmio-dario mKipHi
cuugpomu»  (Neuro-cardio-facio  cutaneous
syndromes, NCFCS) a6o RAS-mnarii (RASopathi-
es). Haituacrimre 3ycrpivaiorbest Helipodibpoma-
tos3u 1-ro Tumy (neurofibromatosis type I, NF1),

Bukankani myTamisimu NF1 i PTPN-11 Bigmosiza-
Ho. Ili cuHApPOMU MAIOTh 3arajibHi KJIiHIYHI O3Ha-
KU, BKJIIOYAIOUN CXUITBHICTD /IO PO3BUTKY 3JIOSKIC-
HUX HOBOYTBOPEHb, Cepejl AKUX OCOOJIMBE Micile
nocizjaloTe MiesonpodideparuBni cranu [43].
Myrariii CBL € renetnunoio miarpymoio JOMMJL.
Ix Bussmieno y 40% oci6, sxi ne maiots NF1, RAS
a6o PTPN11 myrariii, mo signosizae Big 10% mno
15% martienTis i3 KOMM.JI 3arasom. MyTartii CBL
€ IepeBa)kHO ayTOCOMHO-AOMiHAHTHUMU. JliTu
3 mytamisiMu CBL MoxyTbh migmaBaTtucst 3rofom
PU3KMKY PO3BUTKY CYAMHHUX 3aXBOPIOBAaHb,
a JIesKi MOXKYTh MaTH 3aTPUMKHU PO3BUTKY [53].
E. Locatelli 3i criiBasr. (2015) [43] moBigomstiioTh
kpurepii Bepudikariii giaraozy IOMMJI (ozing-
I0THCS 3JIE3KHO Bifl HASTBHOCTI TAKUX CUMIITOMIB):
Kateropisg 1 (BUSIBIEHHS BCiX O3HAK i3 HUKJYEHa-
Be/leHnXx): MoHOIMTO3 B KpoBi >1000 B 1 MK
6smactu B kpoBi i1 KM <20%; ciuieHomeratist; Bij-
cythictp t(9; 22) i BCR/ABL-peapamxyBanus;
Kateropist 2 (BUsBJIEHHsST X04a O OJIHIET O3HAKM):
comatnuyra wmyTtamis PTNPN11 a6o KRAS,
a6o NRAS; mgiarrnos NF-1 abo Bpojrkena myTartis
NF-1; Bpomkena myraitist CBL abo Brpara rerepo-
surotaocti CBL; kareropist 3 (BusBieHHS X0o4a
6 IBOX 03HAK): MOHOCOMist 7 XpoMocoMu abo iHIiri
UUTOTeHeTUYHI 3MiHHU; I[iJ[BUIEHHS BIKOBOTO
piBHSA (eTasbHOr0 TEeMOTIOOIHY; MUPKYJIIO0Yi
B KPOBi IOIlEpEHUKU Mi€JION0e3y; CIIOHTaHHE
3pocTatHs abo rinepuyriausicts 10 TM-KC® npu
KyJabTUBYBamHi; rinepdochopumosanis STATS.
Y mwaBemeHoMy HaMU TPeTbOMY KJIiHIYHOMY
BUIIQJIKY 3MiH y KapiOTUIIl NalliEHTA He 3HAIEeHO,
ajle HagBHI yci 3ragadi kputepii 1-1 kaTeropii,
BUsIBJIeHO comarnyHy MyTaiito PTNPN11, migsu-
IIEHHSI BIKOBOTO PiBHS (heTaIbHOTO reMOrIo0iny.

[Tpu IOMMUJI nposenenns ano-TT'CK € meto-
nom Bubopy. Onnak cepen natientis i3 KOMMJI
npyu BusHayeHHi mokasanb 10 ano-TTCK ocob-
JINBY yBary 3acJiyrOBYIOThb JITH 3 BPOJKEHOIO
myTaiiero PTPN11 ta CBL, 3 orsisiy Ha MOKIUBY
y HUX CIOHTaHHY PETPECiio TPOSBIB Mi€IOIMPO-
JichepaTUBHOTO 3aXBOPIOBAHHS, HE3BAKAIOUU
Ha TpUBaJy, 1HOII BIPOAOBK KiJBKOX POKIB,
nepcucTenttiio myTaitii [43]. Ha mpotuBary mipomy,
ocobu i3 IOMMJI comatnunumu PTPN11, KRAS
i Gibimictio 3 myTaniiit NRAS ta 3 NF1, maiors
MOraHWl TIPOTHO3, MBUIAKO TOMHUPAIOTH (€3 ano-
TTCK. Panna ano-TI'CK € enmnum metomom
JIKyBaHHA B Takux Bumnajzkax. /loBemeno, 1o
y HiTell i3 HU3bKOIO KiJIbKIiCTIO TpOMOOIUTIB (<33-
x10°/1), Bikom moHa  yotupu poku i Bucokum HbF
(>15%) muporHo3oBaHe TIOraHe BUKUBAHHSI.
bnactaa TtpanchopMmallig TpassE€TbCd HEYACTo,
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i GiIBITICTD HEJIKOBAHUX MAIEHTIB THHYTH BHA-
CJTITOK JIeHTKeMivHOI iH(IIbTpallii, 110 TPU3BOAUTD
70 HeIOCTaTHOCTI opraHiB. PU3WK penuamnBy
€ BUCOKUM, He3ajie;kHO Bij Buay ano-TICK: Big
ciMeitHOTO ab0 HEPOAUHHOTO JIOHOPa, 00 K TiCIs
TPaHCIJIAHTAIlli TyTOBUHHOI KPOBi. Pentmans XBo-
pobu crioctepiraeTbest y 10 40% mnatieHTiB i yacto
B CepPeNHbOMY BiJl 2-X 10 4-X MICAIIB TicJs
ano-TT'CK. Togmi caig skomMoTa TIBUIIE 3aITPOTIO-
HyBaTU JPYTy TPAHCILIAHTAILIO 3 TUM caMUM abo
AIbTEPHATUBHUM JIOHOPOM, sika € e(heKTUBHOIO
y TpeTuHu mamnientiB [43]. Momonmuii BiK
npu ano-TT'CK, vososiua crarh, Husbkuii HbF
i Hu3bKHi BigcoTok Giactie y KM mporiosyiors
Kpalie BMKUBAHHH, TOJi K PO3MIpU Cese3iHKN
1 HAsABHICTb MOHOCOMIi 7 He MalOTh IPOTHOCTUYHO-
rO 3HAYEHHs y TaKuX ocib [42].

Buxonanuga TI'CK npu JOMMUJI acormiiioBane
3 10—20% pu3nuKOM TpaHCILIAHTAI[IHHOI CMEPTHO-
cti iy 30-40% — penuanBoM 3axXxBOPIOBAHHS
[31,42]. [dns migrotoBkm mnarieHtis 3 IOMMJI
no ano-TTCK moxiuBe 3acTOCyBaHHS HU3BKHUX
no3 ximiotepamii (XT) — 6-mepkamTonmypun £
13-nuc-pernHoena kucaora [19], uurosun-apabi-
Ho3ux *  13-muc-petuHoeBa kKumcsora  [9].
[cnye mymKa, 1110 mpu3HaYeHHS BUCOKO01030B01 X T
NOILIbHE TIPW TIPOTPECYBaHHI 3aXBOPIOBAHHS
3 Mmetoro miaroroBku no ano-TTCK [2,18]. Ha
nepekonannst B. Gustafsson Tta cmiBast. (2011),
iHTeHcuBHAa X'T 1epeBakHO € HeYCIIIHOI
npu FOMMUJI yepe3 migBuUIeHNT PUSUK CMEPTI,
noB's3anoi 3 JikyBauHsAM [30]. Takum xBOopum
BJIACTMBA KOPOTKOYacHa peMicisd i3 0BroTpuna-
auM BukuBaHHsaM Menire 10%. ABropu BBaxa-
I0Th, 1[0 3acTOCYyBaHHd HU3bKUX 103 XT
(6-MepKanTonypuH caMOCTIHHO abo y TO€IHaHH]
3 UTapabiHOM) Y HAIIEHTIB i3 YCK/IaJHEHHSIMU Bijl
rinepJeiikonuTo3y, opranoMerajii abo JiereHeBux
iHGinbTPaTiB, MOXKe MaTH YacTKOBUH edekT [30].

BucHoBku

XMII3 Ta JIP me#iTpodinbHOTO TUITY MAIOTh
nogi6Huit gebiot xBopodu, amiru y 3AK. 3a goro-
MOTOIO I[UTOJIOTIYHOTO JIOCJIJIKEHHST FeMOTpaMu
Ta Mi€JorpaMu Ba)KKO PO3PI3HUTH IIi MATOJIOTIUHI
cranu. CrocoBHo JIP Baxk/IMBO CBOEUACHO BCTAHO-

BUTHU €TIOJIOTII0 B KOKHOMY KOHKPETHOMY BHUTIAI-
Ky, TpoBecTu nudepeHIliajJbHy 1iarHOCTHUKY,
MO /1acTh MOKJIUBICTH BepudikyBaTH OCHOBHE
3aXBOPIOBAHHSI, SIKE IIPU3BEJIO JI0 PO3BUTKY 11bOI0
[aTOJIOTIYHOTO  CTaHy, 1 SIKOMOTa paHile
3aCTOCYBaTH pallioHAJIbHE JIKYBAaHHSI OCHOBHOTO
nporecy. XMII3, nos'ga3ani 3 eo3uHObITiEW,
€ HaJ3BUYAallHO PiJIKICHUMU 3aXBOPIOBAHHSAMU
y JiTeii, KAiHIYHO Ta JabGopaTOPHO IOAIOHMMU.
JliarHocTyBaT XBOPOOY MOKJIMBO 3aBISKU KOM-
IUIEKCHUM 3aco0aM: y KOPeJIsIlii KJIiHIYHOI Tpe-
3eHTallii i3 KoMOiHaIliEr TicTOMOPGOIOTIYHOTO,
IMYHOTICTOXIMIYHOTO, IIUTOTEHETUYHOTO, MOJIEKY -
JIIPHO-TEHETUYHOTO MOCHIKEHNb Ta KJIITHIUHAX
i mabopatopuux kputepiiB. Ocratouna Bepudika-
mig Hozojoriyamx oauHuilb XMII3 moxiausa
JIATIE 32 JIOTMOMOTOI0 MOJIEKYJISIPHO-TEHETUIHOTO
nocaipkens. Bunukae HeoOXigHiCTh BIIpoBa-
JUKEHHS 13 PO3NIUPEHHSM CIEKTpa BU3HAUEHHS
BignoBigHux Jgaboparopuux wmeroxis (ILJIP,
FISH) y perioHajbHUX KJiHIKO-/1iarHOCTUYHUX
IEHTpaxX /IS TPABUJIBHOI JIIaTHOCTUKUA OKPEMUX
nozosoriganx dopm XMII3. JlikyBanHsg iMaTiHi-
6om y mireit i3 t(1;5)(q21;q32) Ta mepedynoBo0O
rena TPM3-PDGFRP nae mancu Ha omyskanus
3 OTPUMaHHIM TeMaToJIOTiuHOI pemicii. ImarnuHi6
CJIiJT PEKOMEH/IyBaTU SK MepIle JiKyBaHHS IUX
marmienTiB. /[y Haganusa ¢paxoBoi MEAUYIHOI TOTTO-
moru naiientam i3 KOMMUJI citiji po3BuBaTH HEPO-
nunny ano-TTCK B Yxpaini.

Aemopu 3as61510mv npo Gi0CYMHicmv KOHGIIK-
my inmepecia.

BucioBmoeMo mupy moAgKy 3a JOMOMOTY Y
BUKOHAHHI J1ab0OpaTOPHUX AOCIiIKeHb y 1-My
kiainiunomy Bunagaky Andreas Zoubek, St. Anna
Children's Hospital, Vienna, Austria; mosiexyisip-
HO-TEHeTUYHUX JAOCJisKeHb aiTaM i3 XMII3:
Dott. Simone Cesaro, Direttore U.O.C. Oncoema
tologia Pediatrica Ospedale Donna Bambino,
Azienda Ospedaliera Universitaria Integrata
Piazzale Aristide Stefani 1, 37126, Verona, Prof.
Cesare Danesino, dr.ssa Paola De Filippi Genet-
ica, Policlinico San Matteo Via Forlanini 14,
27100, Pavia, Martina Pigazzi, Laboratorio di
Oncoematologia pediatrica Dipartimento di
Pediatria Via iustiniani 2, Padova.
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BnaneB metaboniyHOI Tepanii Ha KAPHITUHOBUNA
ctartyc i MmeTabonomiyHum npodisib aMiHOKNCNOT
y AiTe, XBOPUX Ha XPOHIYHY XBOPOOY HNPOK
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MeTa: BuB4NTM BNNIUB METa60Mi4HOI Tepanii NeBOKAPHITUHOM Ha KapHITUHOBWIA CTaTyC, METabonoMi4HIIA NPOdinb aMiHOKUCIOT i (DYHKLIOHANBHWUIA CTaH cep-
LIeBO-CYMHHOI CUCTEMU Y AliTEN, XBOPUX HA XPOHi4HY XBOPOOY HUPOK (XXH) 4-5 cT.

Marepianu i meToau. Y 38 giteit 3 XXH 2-5 cT. BikoM Bifl 2 40 17 POKiB BU3Ha4anM KOHLEHTPALLIO aUNNKAPHITUHIB Ta aMiHOKMCAOT Y CyX1X NAsmax KpoBi MeTo-
[I0M pignHHOI Xxpomartorpadii TaHAeMHOI Mac-CcnekTpomeTpii. 3 MeTOK KopekLii kapHiTuHOBOro ctatycy y 20 aiteit 3 XXH 4-5 cT. 3acTocoByBaBCs nepopanbHo
NeBOKApPHITUH (ArBaHTap) i3 po3paxyHky 50 mr/kr/goby npoTarom Box Micsuis. OuiHka eq)eKTMBHOCTI i 6e3nek1 NeBOKAPHITUHY NPOBOANACH 33 ANHAMIKOK
MNOKA3HUKiB METab00MIYHOr0 NPOINK aMiHOKMCNOT, KAPHITUHOBOrO CTaTyCy, KMiHIKO-NabopaTopHIX NOKa3HWKIB, enekTpokapaiorpadii Ta exokapAiorpadii.
Pesynbtath. BCTaHOBNEHO, LLO NepopanbHe 3aCTOCYBAHHSA JIEBOKAPHITUHY CynpOBOKYBANOCh JOCTOBIPHOIO [NHAMIKOIO 30ifbLUEHHA BiflbHOrO KapHITUHY
(CO) po pieHsa 46,11+2,9 UM nopiBHAHO 3 AaHUMKU, OTPUMAHUMK [0 NiKyBaHHA Y nauieHTiB 3 XXH 2-5 cT. (p<0,05). Bmict C5DC (rnytapunkapHituy) i C6DC
(3-METMNrNYTaKOHINKAPHITUHY) Yepes fBa MicAui NiKyBaHHA NEBOKAPHITMHOM 3MEHLUMBCA YABIYi MOPIBHAHO 3 BiAMOBIAHUMU MOKA3HUKAMU, OTPUMAHUMK
y nauieHtis 3 XXH 5 c1. fo nikysaHHs (p<0,05). MpuitomM NeBOKAPHITUHY He YUHIB HEraTUBHOMO BMANBY HA METAB0NOMIYHNA aMiHOKUCIIOTHIIA CMEKTP KPOBI.
3a fiBa micaLi Tepanii i3 3acTOCyBaHHAM NeBOKAPHITUHY Y AiTel 3 XXH 4-5 cT. BAaNocs JocArty NoKpaLlaHHs NOKasHWUKIB (DYHKLIOHANbHOIO CTaHy CepLeBo-
CYANHHOI cucTem i 36inbLlieHHs (i3N4HOT BUTPUBANOCTI.

BucHoBkw. [Tpu3Ha4eHHs NeBoKapHiTUHY (ArBanTap) y Aiter 3 XXH 4-5 CT. € naToreHeTM4Ho 06rpyHTOBaHUM, J03BOSSE NOKPALLUTI NOKA3HUKN KApHITUHOBOMO
CTatycy, BiZHOBUTW NyN BifIbHOrO KapHITUHY, y NOEAHAHHI 3 KOMMEKCHOK Tepanieto JocArTi cTabiniauii (PyHKLiIOHANbHOT0 CTaHy CepLeBo-CyANHHOT CUCTEMU.
MauienTn, 3any4eHi y LOCNiMKEHHS, Ta/ab0 ixHi 6aTbKu fanu iHPOPMOBaHY NUCbMOBY 3rofy Ha y4acTb Y AOCHIHKEHHI.

JlocnigxeHHs 6yno cxsaneHo KOMiTeToM 3 6ioeTuKi KMiBCbKOI MicbKOT AMTAYOI KniHiYHOT nikapHi Nel i BignoBigano eT4HMM Ta MOpanbHO-NPaBoOBUM BUMO-
ram, 3rigHo 3 Hakasom MO3 Ykpainu Ne281 Big 01.11.2000 p.

ABTOPM 329BNIAKOTH NPO BiAACYTHICTb KOHMAIKTY IHTEPECIB.

Knio4oBi cnoBsa: xpoHi4Ha xBopo6a HUPOK, AiTh, MeTaboniyHa Tepanis, NeBOKAPHITUH, KAPHITUHOBWIA CTATyC, METaboM0MIYHUIA NPOMINL aMiHOKUCAOT.

The effect of metabolic therapy on carnitine status

and metabolomic amino acid profile in children with chronic kidney disease
S.V. Kushnirenko', N.V. Olkhovych*

'Shupyk National Medical Academy of Postgraduate Education, Kyiv, Ukraine

*State Enterprise «Institute for Genetic and Regenerative Medicine» National Academy of Medical Sciences of Ukraine, Kyiv

Objective: to study the effect of metabolic therapy with levocarnitine on carnitine status, metabolomic amino acid profile and the functional state of the cardio-
vascular system in children with chronic kidney disease (CKD) 4-5 st.

Materials and methods. The concentration of acylcarnitines and amino acids in dry blood spots was determined in 38 children with CKD 2-5 st. aged from
2 to 17 by liquid chromatography tandem mass spectrometry. To correct the carnitine status in 20 children with CKD 4-5 st., levocarnitine (Agvantar)
was administered orally at the rate of 50 mg/kg daily for 2 months. The efficacy and safety of levocarnitine was evaluated based on the value dynamics
of metabolomic amino acid profile, carnitine status, clinical and laboratory values, electrocardiography and echocardiography.

Results. The obtained results showed that oral administration of levocarnitine was accompanied by significant dynamics of an increase in free carnitine (C0) to the
level of 46.11+2.9 um as compared with the data obtained before treatment in patients with CKD 2-5 st. (p<0.05). After 2 months of levocarnitine therapy, the con-
tent of C5DC (glutarylcarnitine) and C6DC (3-methylglutaconylcarnitine) decreased twice in comparison with respective values obtained in patients with CKD 5 st.
before treatment (p<0.05). Levocarnitine intake did not have a negative effect on the metabolomic amino acid spectrum of the blood. Over 2 months of levocarni-
tine therapy, improvement of the functional state of the cardiovascular system and an increase in physical endurance was achieved in children with CKD 4-5 st.
Conclusions. Prescription of levocarnitine (Agvantar) to children with CKD 4-5 st. is pathogenetically justified, it can improve the carnitine status values, restore
the free carnitine pool and, in combination with complex therapy, achieve stabilization of the functional state of the cardiovascular system.

The research was carried out in accordance with the principles of the Helsinki Declaration. The study protocol was approved by the Local Ethics Committee of
Kyiv City Children's Clinical Hospital No. 1. The informed consent of the patient was obtained for conducting the studies.

No conflict of interest was declared by the authors.

Key words: chronic kidney disease, children, metabolic therapy, levocarnitine, carnitine status, metabolic amino acid profile.

BnugHue metabosmnyeckomn Tepanum Ha KAPHUTUHOBDbIV CTaTyC U MeTaboIoMUYEeCKUin
npodunb aMUMHOKUCAIOT y AeTel C XPOHUUYECKO 60J1Ie3HbIo NoYek

C.B. KywHupeHrko', H.B. OnbxoBuny’

'HaumnoHanbHas MeaMUMHCKas akagemus nocneamniomMHoro o6pasosanus umenn MN.J1. Wynuka, r. Kues, Ykpana

TY «/IHCTUTYT reHeTU4ECKON 1 pereHepatusHon meauuntsl» HAMH YkpauHel, 1. Knes

Lenb: u3y4ntb BAUAHWE MeTabONNYECKOM Tepanun J1eBOKAPHUTUHOM Ha KAPHUTMHOBLIA CTaTyCc, MeTabonoMWYecKUA NpPouniab aMUHOKMCNOT
1 (DYHKLMOHANbHOE COCTOAHME CEePLeYHO-COCYANCTON CUCTEMbI Y [IeTEl C XPOHMYECKON 60e3HbI0 noyek (XbIM) 4-5 cT.

Marepuanb u metopibl. Y 38 netert ¢ XBI1 2—4 c1. B BO3pacTe 0T 2 40 17 NeT onpeAensnu KOHLEHTPALNIO aLuikapHUTUHOB 1 aMUHOKICIOT B CYXUX NATHAX
KPOBW METOLOM >XWAKOCTHOM Xpomatorpadpum TaHAEMHON Macc-CrnekTpomeTpuu. G Lenbio KOppeKLnn KapHUTMHOBOTO cTatyca y 20 getei ¢ XbI 4-5 cT.
NPUMEHSANCSA NepopanbHO NeBOKAPHUTUH (ArBaHTap) n3 pacyeta 50 Mr/Kr/CyTKu Ha NpoTSHKeHUN AByx Mecsues. OueHka achdeKTUBHOCTI M 6e30MacHOCTH
NeBOKapHUTMHA NPOBOAMNACH MO AWHAMWUKE NoKasaTener MeTabonoMU4eckoro Npotuna aMUHOKMCAOT, KAPHUTUHOBOMO CTAaTyca, KIMHUKO-1a60paTopHbIX
nokasarernen, anekTpokapauorpaun n axokapanorpapuu.

PesynbTatbl. [oy4eHHbIe pe3ynbTaThl NPOAEMOHCTPUPOBANM, YTO NEPOPANIbHOE UCMOb30BaHME IEBOKAPHUTMHA CONPOBOXAAN0Ch JOCTOBEPHON ANHAMUKON
yBennyeHns cBo6oaHoro kapHutuHa (CO) fo ypoBHs 46,11+2,9 UM N0 CpaBHEHMIO C AaHHbIMW, NONYYEHHbIMW O NeYeHns y naumeHtoB ¢ XbI1 2-5 cT.
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(p<0,05). Copepxanne C5DC (rmytapunkapHutuHa) n C6DC (3-MeTUArNYTaKOHWIKAPHUTIHA) Yepe3 [Ba Mecsla feveHnst NIEBOKAPHUTUHOM YMEHbLUMMOCH
B/IBOE 110 CPABHEHMIO C COOTBETCTBYIOLLMMY NOKA3aTeNsMU, NoMy4eHHbIMY Y nauneHTos ¢ XbI1 5 cT. fo neyeHus (p<0,05). Mpuem neBokapHUTUHA He 0KasbiBan
HEraTMBHOIO BMNSHWA HA METab0oNIOMUHYECKIA aMUHOKICIIOTHBIA CNEKTP KPOBK. 3a [iBa MecsLa Tepanuu ¢ UCNoNb30BaHNeM NeBOKapHUTUHA Y feTeil ¢ XbIM 4-5 cT.
yAanocb AOCTAYb Yy4LleHNs nokasarenei yHKLMOHANbHOMO COCTOAHNS CEpLEYHO-COCYAUCTOI CUCTEMbI 1 YBENNYEHUS (DU3NYECKON BbIHOCAUBOCTY.
BbiBofbl. HasHadeHne nesokapHuTuHa (Arsantap) fetam ¢ XbIT 4-5 cT. ABNAeTCA natoreHeTM4eckun 060CHOBAHHbLIM, MO3BOMAET YAYYLINTL NOKasaTenu
KapHUTUHOBOrO CTaTyca, BOCCTAHOBUTb Myn CBOGOJAHONO KApPHUTWUHA, B COYETAHWW C KOMMNEKCHOW Tepanuei JOCTUYb CTabunmsaumn hyHKLMOHANbHOTO
COCTOSHUS CEPAEYHO-COCYANCTON CUCTEMDI.

MauneHTbl, BOBNEYEHHbIE B UCCEAOBAHME, W/UNN UX POAMTENM Jani MHCDOPMUPOBAHHOE NMCbMEHHOE COrMacue Ha yyacTue B uccnefosanni. iccnegosanns
6bInn 0f06pPEHbI KOMUTETOM N0 61M03TUKE KMEBCKOW roOpoLCKON LETCKOW KIuHUYecKoin 60mbHNLbI Nel 1 OTBEYanu 3TWHECKUM W MOpanbHO-NpPaBOBbIM
Tpeb6oBaHWAM B COOTBETCTBUN C Npuka3om M3 YkpauHbl Ne281 ot 01.11.2000 r.

ABTOPbI 3a7BNAKOT 06 OTCYTCTBUN KOH(IMKTA MHTEPECOB.

Kntoyesble cnosa: XpoHu4eckas 60/1e3Hb NOYeK, [eTu, MeTabonuyeckas Tepanus, NeBOKAPHUTUH, KAPHWUTWHOBUIA CTaTyc, MeTabonoMu4eckunii npodunb

AMUHOKNCNOT.

Beryn '
OMILJIEKCHE JIIKyBaHHS XBOPUX HA XPOHiU-

KHy xBopoby Hupok (XXH) nepexbauae
MINPOKE 3aCTOCYBAHHST TAKUX JIKAPCHKIX 3aC00iB,
K PEKOMOIHAHTHUN JIIOJICHKUI €pPUTPOIIOETHH,
npenapaTy 3ajisa, docdar-6ingepu, Bitamin /I,
KaJbIIMMIMETUKHA, TOPMOH POCTY, IO T03BOJIIIO
3HAYHO MOKPAIATH IKICTD JIIKYBaHHS MaIli€HTIB,
3MEHIIIUTU YaCTOTY I1X rocritamizalii, BIJIMHYTU
Ha 3axXBOPIOBaHICTh 1 cMepTHicTh. lIpoTsarom
OCTaHHIX POKIB CIEIiaJiCcTH MPOSBJSIOTh IHTEPEC
e 70 OJHOTO MeJUKAMEHTO3HOTO 3acoby —
KapHITUHY, 3aCTOCYBaHHS SIKOTO, SIK MPOJIEMOH-
CTPYBaB P [JIOCHI/IKEeHb, /03BOJISIE BUPIIIATH
neski npobaemu mnamienris i3 XXH V cr,
IKi OTpUMYIOTH JiikyBauHs remopianizom (I'/1),
MIePUTOHEAJIBHUM J1iaJli30M 1 IMicJs TpaHCIJIaHTa-
mii aupkn [1,4,7]. B ymMoBax TKaHWHHOI TiMOKCIi,
dKa CyIPOBOJIKYE YPEMilo, TOJOBHUM JKepeJIoM
eHepril /Uit KJAITUH € KUPHI KUCJOTH, OCKIJIbKH,
Ha BiZIMIHY Bifl TJIIOKO3U, BOHU MOXKYTHh OKHCJIIO-
BaTUCA TTPU HU3bKUX 3HAYEHHAX KHUCHIO B KPOBI,
ajie moTpeOyIOTh BEJMKOI KiJIBKOCTI KapHITHHY,
3amacu SKOTO B OPraHi3Mi MOpPOCTOl JTIOAMHHT
obMesxeHi [5].

KapHitia unHNUTH aHAOOIYHY, aHTUTITOKCHY-
HY Ta aHTUTHUPEOIHY [il0, aKTUBYE KUPOBUN
0OMiH, CTUMYJIIOE pereHepallito TKAaHWH, [MiBUIILYE
arretut. Ll mpupoHa peyoBUHA BUCTYIIA€ B SIKO-
cti KodakTopa MeTaboJIIUHKX TIPOIIECB, K 3a0e3-
MEYYIOTh IMiTPUMAHHS aKTUBHOCTI KOECH3UMY A,
3HIKYE OCHOBHUIT OOMIiH, YIOBITBHIOE PO3Iaj
OIIKOBMX Ta BYIJIEBOAHUX MOJIEKYJI, CIIPUSIE
[IPOHUKHEHHIO Yepe3 MeMOPaHu MITOXOH/PIN 1 Po3-
HIEeIJIEHHIO JIOBIOJIAHIIOTOBUX JKUPHUX KUCJIOT
3 yTBOpenusM amnetusi-KoA (HeobxigHoro mmis
3abesrevyeHHst aKTUBHOCTI TMipyBaTKapOOKCUIa3U
y TIpolieci TJIIOKOHeoTeHe3y, YTBOPEHHSI KeTOHO-
BUX TiJI, CHHTE3Y XOJiHY Ta Horo edipiB, OKHCIIIO-
BasibHOTO (pochOpuIOBaHHSI Ta YTBOPEHHS
AT®), KOHKYPEHTHO BUTICHSIOUM TJIOKO3Y,
BKJIIOYAE )KMPHOKUCIOTHUI MeTabOIuHMIT IIYHT,
AKTUBHICTD SIKOTO He JIIMiTOBaHAa KUCHEM [5].

JedinuT kapHiTUHY GyBa€ MEPBUHHNAM i BTOPUH-
HuM [6]. BropuHHa KapHITUHOBA HEOCTATHICTH CIIO-
CTEpITAETHCA Y 3B'43Ky 3 aliMEHTApHUM JIehilluTOM
KapHITHHY, rinepKaTaboiqHiMU CTaHAMHE, TTepeBa-
JKAHHSIM BTPAT KapHITUHY HaJl TOTO HA/IXO/PKECHHSIM.
Y martienTiB i3 BTOPUHHOIO KaPHITHHOBOIO HETOCTAT-
HICTIO TaKOXK BIAMIYAETHCI 3HAYHE ITiBUIICHHSI
eKCKpellii KapHITUHY 3a PaXyHOK 3HWKEHHS ioro
peabcopOitii y Hupkax. O3HaKaMi HEIOCTaTHOCTI
KapHITUHY € COHJIMBICTD, M'sI30Ba CJIA0KICTh, TiOTO-
Hig, ceplieBa HeJIOCTaTHICTD i apUTMil, MUHYIII CY/I0-
mu. i cumritomn 3a3BUYail BayKKO BiZIPI3HUTH Bif
HOAIOHNX O3HAK, TIOB'I3aHNX 3 YPEMI€EIO 1 AiamizoM
[1-3]. [IposBu HEgOCTATHOCTI KAPHITUHY TTOCUJIIO-
I0TbCSI TIPU CYIIyTHBOMY ITOPYIIEHHI XapuyBaHHs,
KOJIM JKMPHI KHCJIOTH, SIK HeOOXIi/IHE [ZKEPEesIo eHep-
Tii, HAAXOMATh Y HEAOCTaTHIN KimbKocTi. TpuBase
JIiKyBaHHS TporpaMHuM [/ € ofHi€I0 3 OCHOBHUX
MIPUYUH PO3BUTKY BTOPUHHOTO JeDillUTy KapHITH-
ny. Kapnitun BuBogmThes mif yac mporeaypu /1,
1i0T0 3aracy B M's13aX BUCHAXKYIOThed. [lattienT, sxi
otpuMytoTh I'/[, MAlOThb TEHJEHINO0 0 3HUKEHHS
BUIBHOTO TIJIA3MOBOTO KAapHITUHY 1 TIOMITHOTO TIifI-
BUIIEHHS PIiBHSA AlMJIKAPHITUHY 3 TIOCTYHOBUM
301/IbIIEHHSIM HOPMAJILHOTO CITiBBIIHOIIECHHS aI[iJI-
KapHITHHY /10 BUJIbHOTO KapHiTUHY [10,12].

[Tpo6IeMHIM MTUTaHHSIM 3aJIUIIAETHCST OOMesKe-
HICTDb IOKA30BUX KJIIHIYHUX JAHUX IO/I0 3aCTOCY-
BaHHA KapHITUHY Yy TMeIiaTpUyYHill TpaKTulli,
ocob6mBo y aireit 3 XXH. Iuranus 6esnexu Oy/ib-
gkoro mpenapary (i KapHITUH He € BUHATKOM)
JIOMIHY€E HaJl JIOIJIbHICTIO Ta e(DEKTUBHICTIO WOTO
HpU3HAYEHHS, 0COOJMBO Y AUTAYIH MOMYJISIIil.

Mema po6oOTH: BUBYNTHU BILIUB MeTaOOJIYHO]
Teparnii JeBOKapHITHHOM Ha KapHITHHOBUII cTa-
Tyc, MeTaboJOMIYHUN TPO(diab aMiHOKHUCIOT
1 GYHKITIOHAJTBHUI CTaH CEPIIEBO-CYAMHHOI CUCTe-
mu y xiteit, xgopux Ha XXH 4-5 cT.

Marepiai i MeTOAM JOCTIIZKEHHS

Y nocuimkenni 6panu yaacts 38 miteir 3 XXH
2-5 cr. Bikom Bizx 2 10 17 pokis (7,3+0,3 poky), siKi
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3HAXOJIMJIMCH Ha CTAI[IOHAPHOMY Ta aMOyJIaTOPHO-
My JIiKyBaHHI B KMIBChKOMY MiCBKOMY IUTSYOMY
Hedposoriutomy 1eHTpi. Yososivoi crati Oysm
24 ocobu (63,2%), skinouoi — 14 (36,8%).

Cranii XXH Busnauvasmncs BiIIOBiAHO 10 KJIi-
mivanx pexkomenaniii amga XXH NKF-KDOQI
2002 p. i ocTaHHBLOTO TEPErJsiy, MPOBEIEHOTO
y 2012 p. (KDIGO 2012 Clinical Practice Guide-
line for the for the Evaluation and Management
of Chronic Kidney Disease) [8,11]. IIBumkicts
kiy6oukoBoi dinbrparnii (IIIKD) pospaxoBysa-
nack 3a dopmysoio Isapra (Creatinine-based
«Bedside Schwartz» equation 2009), 1o craio tij-
CTaBOIO JIJIS PO3IO/ILTY 1X 3a cTaistMu OE3BiTHOCHO
J10 JliarHo3Yy, Bi/inoBiHo 10 Kiaacudikaiii XXH.

@opmysannio XXH y gireit mepemyBanu
HACTYITHI HO30JOTii: BPO/KEHI BaJW PO3BUTKY
HUPOK i ceuoBoi cuctemu (73,7% XBOPUX ), ayTOCOM-
HO-pelecHBHa ToJIiKicTo3Ha XBopoba HIpokK (10,5%
xBopux), Heponodtuz Dankoni (5,3% xBOpuUx),
XPOHIUYHUH TyIoMepyJioHedpuT, 3Mminana Gopma,
XPOHIUHMIA TyOyI0IHTEepCTUIIAIBHUI HePHT, CHH-
npoMm Jloypernca—Myna—bapne—Dbiamsa. [letanpna
XapaKTePUCTHKA XBOPUX HaBe/ieHa y Tabsmii 1.

[TamienTn, 3ajydeHi y AOCTiIKeHHs, Ta/abo
ixi 6aThKU gau iHGOPMOBaHY MHUCHMOBY 3rOLY
Ha y4acTh y pgocuijzkensi. Jlocaimkenns 6yiio
CXBaJIeHO KoMiTeToM 3 GioeTrku KuiBchKoi Mich-
KoOi auTs4voi Kiiniunoi Jikapui Nel i Bignosigaso
€TUYHUM i MOPAJIbHO-TIPAaBOBUM BUMOTaM, 3TiTHO
3 HakazoM MOJ3 Ykpainm Ne281 Bix 01.11.2000 p.

3 MeTol0 KOPEKIlii KapHITUHOBOIO CTaTyCy
y 20 niteii, xBopux Ha XXH 4-5 cT. 3acTOCOBYBaBCS
riperapar «ArBaHTap» — PO3YUH JIJIS IEPOPATBHOTO
3acrocyBannst 20% 1o 30 M i 100 M1 y daakonax,
1o MictuTh 200 Mr steBokapHiTHHY B 1 Mt [TemiaTpuy-
Ha 7103a mperapary craHoBuTb 50—100 mr/Kr/moby
(MakcuMasbHa 7103a 3 T) y aBa-Tpu npuiiomu. 1lpe-
Tapar I03BOJIEHUH /10 3aCTOCYBAHHS 3 TIEPITIOTO JTHS
JKUATTSI, Kypc Tepariii ctanHoButh 1-3 wicsiri,
3aJIe3KHO BiJl KOHKDETHOI KJIIHIUHOI cuTyallii.
JIeBOKapHITHH — BiTaMiHOIOAIOHA PEYOBUHA, SIKa €
TOJIOBHUM KO(AKTOPOM OOMiHY KMPHUX KHCJIOT,
Bi/liTpa€ MPOBiIHY POJIb TIEPEHOCHUKA JIOBTOJIAHITIO-
TOBUX JKMPHUX KHCJIOT y MITOXOHZPIi, /e BimOy-
BaeThest 1xX oxucaents ta cuares AT [2]. TIpema-
pat CpULTINBO BIUINBAE HA BUBEJEHHS TOKCMUHUX
PEYOBUH Ta MeTAOOJITIB i3 IUTOIIA3MU KapIioMio-
1UTIB, HOKpamye  MeTaboJiyHi  [pOIecH
y MiOKapli Ta TIPUCKOPIOE peTapaTuBHI TIPOIIECH.
JleBOoKapHITHH YNHUTH BUPA3HY Kap/iOITPOTEKTUBHY
J1i10, CIIPUSIE 3MEHITIEHHIO ineMil Miokap/a.

Mitam 3 XXH 4-5 cr. iepopajibHO TpHU3HAYAIN
ArsanTap 3 pospaxyHky 50 Mr/Kr Ha 100y, pO3HOIi-

JIATOYN Ha TpU mpuitomu, 3a 30 XBUJINH 110 TKi, 1715
JI03YBaHHSI 3aCTOCOBYBAJIU J103ytounii mmpuil. Kypc
JIIKyBaHHST CTAHOBWB /1Ba Micstli. Otinka eheKkTruB-
HOCTI 1 Ge3nekn mpemapary <ArBaHTap» MPOBOIH-
JIaCh 3a JMHAMIKOIO TOKA3HUKIB MeTaboJIOMIYHOIO
mpodiMio aMiHOKHUCJIOT, KapHITHHOBOTO CTaTyCy,
KJHIKO-/TaO0PaTOPHUX MOKA3HUKIB, €JIEKTPOKAP/IIO-
rpacdii (EKT') ta exoxapmiorpadii (Exo-KI).
BusHauenHst crarycy KapHITHHY Ta MeTaboJIo-
MIYHOTO TIPOMIJII0 aMiHOKUCIIOT 3/[IICHIOBAIOCH HA
6asi /1Y «[HCTUTYT TeHeTHYHOI Ta pereHepaTuBHOI
Mmenunmany» HAMH  VYxpainu. Busnadenas
AIUJIKAPHITUHIB Ta CYKIIMHLIAIIETOHY, KOHI[EHTPA-
1ii aMiHOKMCJIOT TPOBOJUJIOCHh B CYXUX IIJIAMaX
KPOBi METOZOM TaHIAEMHOI Mac-CIeKTPOMETPii.
KonrenTpartiss anuakapHiTUHIB Ta aMiHOKHCJIOT
BU3HAYAJIACh Y CYXUX IJIIMaX KPOBI METOIOM
pinnHHOI XpomaTorpadii TaHEeMHOT Mac-CIEeKTPO-
MeTpii 3 IepUBaTU3AIlIEI0 HA PIIMHHOMY XPOMATO-
rpadpi  Dionex (CIIIA), wmac-cmekTpoMeTpi
API SCIEX 2000 (CIITA) 3 BukopucTaHHsIM HaOO-
py pearerrtiB Chromsystems MassChrom® Amino
Acids and Acylcarnitines from Dried Blood —
LC-MS/MS (Himeuunna). [lizrotoBKy 3paskiB Ta
BUMIPIOBaHHS KOHIEHTpallii MeTabOoJIiTiB IIPOBO-
JIVJIY BIATTOBIIHO JI0 TIPOTOKOJIY BUPOOHMKA. 3pas-
KU CyXWX TLISIM KpOBi Oysin 3i0pani Ha mareposi
G6markn Whatman Ne903 muistxom piBHOMIPHOTO
mpocouerHs. ITicist oTpuMaHHs IJISIM KPOBi OJ1aH-
KM BUCYNIYBaJW TIPOTSATOM YOTHUPHOX TOJWH
Yy TOPU30HTAIBLHOMY TTOJIOKEHHI Ha YUCTIN TIOBEpPX-
i, 6€3 CTOPOHHBOTO BILIUBY COHSYHUX TPOMEHIB
abo Teruta. Bucymieni 3pasku 10 aHamisy 36epira-
Juchk Tipu Temiiepatypi +4°C He moBIe IeCTH
MicsIiB. Y JAOCTiKeHHST Oy B3TI CyXi TUISIMU
KpoBi, siki Gysn HaGpaHi Ta 306epirajnch 3a BCixX
HaJIe)KHUX YMOB. MeTozoM TaHIeMHOI Mac-CIeK-
TPOMETPil BU3HAUAJIU KOHIEHTPALII0 HACTYITHUX
aMIHOKHUCJIOT: 5-okcorposiny (5-Oxo Pro), anani-
uy (Ala), aprininy (Arg), acmapraty (Asp), TuTpy-
ainy (Cit), tnyraminy (Glu), rminuny (Gly), ricru-

Tabauys 1
Kniniyna xapakrepucTuka nawieHTis

XapakTepucTuka nauieHTiB MapameTtpu
Bik 7,3+0,3
CraTb (4onosiva/xiHo4a) 24/14
ETionoris XXH (a6c./%):
BpomeHi Bagn po3BUTKY HUPOK
i (?e‘foso'i cmcﬂewﬁ)m v 28/73,7
AyT.O(.ZOMHO-peLI,eCVIBHa 4105
nonikicTo3Ha xBopoba HMPOK ’
HedpoHohTn3 DaHKOHI 2/5,3
XPOHi4HMI rnomepynoHedpuT, 3millaHa opma 2/5,3
XPOHiYHWIA Ty6ynoiHTepcTULianibHWA HedbpuT 1/2,6
CuHgpom JloypeHca—MyHa—Bapne—bigna 1/2,6
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muny (His), neitimuny (Leu), metioniny (Met),
opuituny (Orn), deninananiny (Phe), npominy
(Pro), cepuny (Ser), rpunitodany (Trp), Tuposuny
(Tyr), Baminy (Val). Takox BusHauaiu criBBigHO-
menns: Arg/Ala, Arg/Phe, Cit/Arg, Cit/Phe,
Met/Cit, Met/Phe, Met/Tyr, Phe/Tyr, Val /Phe.
MetonoM TaHIEMHOI Mac-CIIEKTPOMETPil TaKOK
BU3HAYATHM KOHIIEHTPAI0 HACTYITHUX allUIKapHi-
tuHiB: Kapuitnay (CO0), anerunkapritTuny (C2),
npomionisikapuiTuny (C3), MaJOHIJIKapHITUHY
(C3DC), izobyrupuikapuituny (C4), MeTruiMaio-
uinkapuituny (C4DC), isoBanepui-2-MeTua0y TH-
puwikapuituny (C5), rayrapusnkapituny (C5DC),
3-TizipoKcH-i3oBaIepUII-2-MeTHII-3-Ti IPOKCHOY TH-
puskapuiTuny (C50H), i3oBasepuikapHiTHHY
(C5:1), rekcanoinkapuituny (C6), 3-metuiriayra-
rkoHinkapuituay (C6DC), oxranoimkapHITHHY
(C8), okrenoinkapuituny (C8:1), mekanoinkapHi-
tuHy (C10), nexenoinkapuituny (C10:1), nekamie-
voinkapuitTuny (C10:2), momekaHOITKAPHITUHY
(C12), nonexenoinkapuituny (C12:1), rerpaneka-
noinkapuitTuay (C14), 3-rizpokcu-TeTpagekanoii-

kapuituny (C140H), TerpasekeHOITKApHITUHY
(C14:1), rerpanekanienoinkapuituny (C14:2),
rekcaziekanolikapaiTuay (C16), 3-rimpokcu-rexca-
nekenoisikapuituny (C160H), rekcamexkenois-
kapuituny (C16:1), 3-rizpokcu-rexcajiekeHoi-
kapuitTnay (C16:10H), creapoinkapuituny (C18),
osteinkapuituny (C18:1), 3-rinpokcu-oneinkapHitu-
ny (C18:10H), ninoneinkapuituny (C18:2) [9].

Cratucrnyra o6poOKa JaHUX MTPOBOAUIACD i3
3aCTOCYBAHHSIM TIAKEeTy CYYaCHWX TPUKJIATHUX
[porpam JIJIsi CTAaTUCTUYHOTO aHaJIi3y Ta 06pOOKM
manmx Statistica 6.0 3 BUKOpUCTaHHIM Tapame-
TPUYHOTO METOJY OI[IHKHU Bi]MIHHOCTEH cepejiHix
JIBOX BUOIpPOK 3a kputepieM CTbiojieHTa i HABOAU-
sach y popmi Tabsmiib. J{J1st OIiHKK JOCTOBIPHOCTI
OTPUMAHUX PE3YJIbTaTiB OyJIO TPUITHATO PiBEHDb
suauyiocti p<0,05.

PesyibraTi JOCHIIZKEHHS Ta iX 0OrOBOPEHHS

OTtpumani pe3ybTaTi MPOIEMOHCTPYBAITH, IO
repopajbHe 3aCTOCYBAHHS JIEBOKAPHITUHY CYIIPO-
BOJIKYBAJIOCh JJOCTOBIPHOIO JIUHAMIKOIO 301/1b-

Tabnuys 2

BMicT KapHiTUHY Ta auunkapHiTUHIB y aitein 3 XXH 2-5 cT.

MokasHuk XXH 2 cT. (n=7) XXH 3 cT1. (n=11) XXH4cr. (n=11) | XXH5 cT. (n=9) | Micns nikyBaHHa kapHiTUHOM (N=20)
Cco 28,62+1,46™N 27,17+1,30*A 20,50+2,42* 12,97+1,68 46,11+£2,9*
Cc2 13,61+1,101° 22,63+4,59 16,16+2,23 13,56+1,93 20,18+2,01*
C3 1,25+0,10* 1,10+0,16* 0,99+0,19*A 0,46+0,06 1,69+0,20*
C3DC 0,46+0,24 0,24+0,04 0,28+0,04 0,33+0,06 0,24+0,03
C4 0,38+0,04 0,41+0,05 0,47+0,08 0,54+0,09 0,67+0,18
C4DC 0,87+0,16" 0,70+0,12 0,61+0,09 0,55+0,03 0,72+0,10
C5 0,35+0,02° 0,28+0,03 0,42+0,08 0,30+0,06 0,35+0,06
C5DC 0,14+0,02*A°* 0,25+0,05* 0,27+0,04* 0,69+0,14 0,29+0,05*
C50H 0,44+0,07 0,36+0,08 0,32+0,03 0,38+0,05 0,39+0,04
C5:1 0,10+0,01 0,09+0,00 0,14+0,02 0,14+0,02 0,11+0,02
Cé6 0,11+0,01~° 0,16+0,01 0,14+0,02 0,13+0,02 0,15+0,02
Ce6DC 0,10+0,01*A°* 0,18+0,03* 0,20+0,03* 0,44+0,07 0,18+0,03"
C8 0,14+0,02*° 0,3+0,02 0,21+0,06 0,22+0,03 0,22+0,05
C8:1 0,13+0,03 0,12+0,02 0,16+0,02 0,17+0,02 0,14+0,02
c10 0,19+0,03° 0,35+0,04* 0,21+0,05 0,21+0,02 0,21+0,05
C10:1 0,15+0,02*° 0,31+0,02 0,21+0,06 0,27+0,03 0,19+0,04
C10:2 0,07+0,01 0,10+0,02 0,07+0,01 0,09+0,01 0,08+0,01
C12 0,11+0,01° 0,16+0,02 0,13+0,02 0,14+0,02 0,15+0,02
C12:1 0,09+0,02 0,13+0,03 0,12+0,03 0,11+0,01 0,11+0,02
C14 0,12+0,02 0,15+0,02 0,13+0,02 0,14+0,03 0,16+0,02
C140H 0,04+0,00* 0,06+0,01 0,06+0,01 0,07+0,01 0,05+0,00
C14:1 0,09+0,01 0,17+0,04 0,11+0,02 0,14+0,02 0,14+0,02
C14:2 0,07+0,01 0,1+0,02 0,10+0,02 0,08+0,01 0,07+0,01
C16 0,85+0,16 1,15+0,23 0,83+0,08 0,75+0,16 1,07+0,09
C160H 0,05+0,01~ 0,07+0,01* 0,050,012 0,04+0,00 0,08+0,01*
C16:1 0,1+0,02 0,06+0,01~ 0,09+0,02 0,06+0,01 0,12+0,02*
C16:10H 0,09+0,01 0,11+0,02 0,06+0,01° 0,08+0,01 0,09+0,02
C18 0,48+0,07/ 0,92+0,26 0,57+0,041 0,66+0,2 0,72+0,04
Cc18:1 0,76+0,07% 1,04+0,20 1,05+0,08 0,69+0,17 1,03+0,11
C18:10H 0,03+0,00° 0,07+0,01* 0,05+0,01 0,03+0,00 0,05+0,01
Cc18:2 0,37+0,06 0,32+0,05 0,34+0,05 0,29+0,08 0,43+0,07

Ipumimra:* — nocrosipuicts piguuii p<0,05 mopiBusino 3 XXH 5 cr.; » — mocrosipmicts pizuuii p<0,05 3 MOKa3HUKOM TTiCJIsT JHKYBAHHS
KapHiTuHOM; ° — ocrosipuicTs pizauii p<0,05 nopisusino 3 XXH 3 cr.; # — nocrosipuicts pisunii p<0,05 mopisnsino 3 XXH 4 cr.
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meHHsa BinpHOTO KapuiTmHy (C0) 10 piBHA
46,11+2,9 uM 1nopiBHSHO 3 JaHUMH, OTPUMAHUMU
no JikyBanus y mnarientiB 3 XXH 2-5 cr.
(p<0,05) (raba. 2). Iapanenbno 306iabIIKUBCH
BmicT anerunkapHituay (C2) 10 3HaueHb
20,18+2,01 uM, 1mo moCTOBIPHO BiAPIZHATIOCH Bifl
pe3yJibTatiB, OTpuMaHuX y narientis 3 XXH 5 cr.
i XXH 2 cr. (p<0,05), ase He BUXOIUTIO 32 MEXKi
pedepeHTHUX 3HAUYeHb TaHIAEMHOI Mac-CIeKTPO-
MeTpii (6—48 pM) i He TTepeBUIIYBaIO 3HAYCHHS,
orpumani y mamientiB 3 XXH 3-4 ct. Ilix-
TBEP/UKeHHSIM Oesneku 30imbmiennst piBas C2
CTaJIO CIiBBiIHOIIEHHS alleTUIKAPHITUHY /10 BiJb-
HOTO KapHITWHY, sKe 3HU3WJIOCH 1 JOPIBHIOBAJIO
0,44, 1110 Bi/IPi3HSIOCH BiJ/l 3HAYEHb CIiBBi[HOIIECHb,
OTPUMAHUX Y TAI[IEHTIB 10 TPU3HAYEHHS JIeBOKap-
HiTuHy, sie 3a Mipoto sumxenns [IIK® mpocrexy-
Bajlach HAOYHA TEHJEHINS /10 TiBUIEHHS TOKa3-
mmka Big 0,47 nmpu XXH 2 ct. mo 0,83 mpu XXH
3cr.imo0 1,05 mpu XXH 5 ct. Bmict mpormioniskap-
HituHy (C3) yepes 1Ba MicsIli JIKyBaHHS JIeBOKap-
HiTHHOM 36ibmBesa a0 pisHsa 1,69+0,20 uM,
1O JIOCTOBIPHO BIZIPI3HSJIO HOTO Bifl TTOKA3HUKIB,
oTpuMaHuX y naiienTis 3 XXH 4-5 cT. 10 slikyBaHHs
(p<0,05), i He BiAPI3HSIOCH Bi/l 3HAYEHD, OTPUMAHUX
y namienTiB 3 XXH 2—3 cT. Ta He BUXOIUJIO 32 MEXKi
pedepenTHux 3HaueHb (0,2-5,25 uM).

Bumict C5DC (rayrapuikapuituny) i C6DC
(3-MeTHJITIIy TAKOHIIKAPHITUHY ) Yepe3 /IBa MicsIli
JIIKYBaHHSI JIEBOKAPHITUHOM 3MEHIIUBCS Y/Biui
TTOPIBHSHO 3 BiATIOBIAHUMHU TOKAa3HUKaMU, OTPHU-
ManuMu y marienTiB 3 XXH 5 cr. mo gikyBanHs
(p<0,05), Ta 10CTOBIpPHO HE BiAPI3HIBCS Bijl 3HA-
4yeHb, OTpuUMaHux y marientis 3 XXH 3—-4 ct,,

aJie JIOCTOBIPHO i MPOrHO30BaHO OYB BUIINUM, HiX
3HaueHHs, oTpuMani y maimienTiB 3 XXH 2 cT.
(p<0,05). Bmict C160H (3-rizpokcu-rexcamexa-
HOLJIKApHITUHY) Ha TJi JIKYBaHHS JIEBOKAPHITHU-
HoM 30imbmuBess o piBag 0,08£0,01 uM, o
JIOCTOBIPHO BiZIPI3HAIO0 AAHWH TTOKA3HWK BiJ 3Ha-
YeHb, OTpUMaHUX y narientis 3 XXH 4-5 cT. 10
aikyBanHs i3 XXH 2 c1. (p<0,05), ase He BUXO1U-
JI0 3a MeKi pedpepeHTHUX 3HAYEeHb, MepegdadyeHnx
TaHaeMHo0 Mac-crekrpomerpieio (0—-0,2 pM).
Bwmict C16:1 (rexkcasekeHOITKApHITAH) Yepes /[Ba
MiCAT JIKYBaHHSA JIEBOKAPHITUHOM TOPiBHIOBAB
0,12+0,02 uM i 6yB AOCTOBIPHO BUIIUM, HIiK
y martienTiB 3 XXH 5 cr. i XXH 3 cr. 10 snikyBaH-
us (p<0,05), Ta He Bifpi3HABCS Bix 3HAYEHD, OTPHU-
Manux y marienTis 3 XXH 4 ct. i XXH 2 c1. 10
JIIKyBaHH:, HEe BUXOAIYM 32 MeXi pedepeHTHUX
snauenb (0—0,32 uM). I 111e oMH MOKA3HWK aIlnJI-
KapHITUHIB 3a3HaB BiJ[IIOBIIHUX 3MiH Ha TJIi JIKY-
BaHHg JeBoKapHiTuHOM — C18 (creapoinkap-
HITUH), BMICT SIKOTO 4epe3 JBa MICSIN JIKYBaHHSI
30LIBIIMBCS TIIBKU TIOPIBHSHO 3 pe3yJbTaTaMu,
orpumaanmMu y marfienTiB 3 XXH 2 ct. i XXH 4 cT.
(p<0,05). Bin He 3a3HaB 3MiH MOPIBHIHO 3 Pe3yJibTa-
TaMU, OTpUMaHiMHU Y nartienTiB 3 XXH 5 crt. 10 Jsiky-
BaHHSI, 1 HaBiTh OYB HIZKYMM 32 BiAOBIAHMIA ITOKa3-
Huk y narientiB 3 XXH 3 cT., He BUXOzs9M 32 MEXKi
pedepenTanx 3navens (0—1,8 uM).

BuByanu Takok BIJIUB JIEBOKAPHITUHY Ha
HNOKa3HUKK MeTabOJIOMIYHOIO CIIEKTPa aMiHOKM-
cror y ngireir, xopux Ha XXH (Tabm 3).
BpaxoByioun, mo JeBOKapHITUHOM JIIKYBaJIHl
niteit 3 XXH 41 5 ct., oTpuMaHi pe3yabTaTH 3aii-
MaJTl TIPOMIKHE TTOJIOKEHHS MiK TTOKa3HIKaMU /10

Tabauys 3

MeTtabonomiyHe npodinioBaHHA aMmiHOKUCNOT y gitein 3 XXH 2-5 cT.

AmiHokucnotu | XXH 2 ct1. (n=7) | XXH 3 c1. (n=11) | XXH 4 cT. (n=11) | XXH 5 cT. (FA) (n=9) | Micnsa nikyBaHHs neBokapHiTUHOM (n=20)
5-Oxo Pro 21,35+3,32* 18,28+2,26* 25,65+3,50* 40,46+3,72 28,69+4,06*
Ala 143,44+19,14* 95,10+7,90* 168,89+19,60*A 237,67+20,51 207,45+26,197
Arg 30,13+6,39 26,1+3,62 38,40+5,67* 17,77+2,12 47,21+7,50*
Asp 74,24+10,05* 87,55+12,93 100,37+11,40 126,26+14,67 114,95+12,237
Cit 29,89+5,82*1° 49,00+3,07* 54,32+7,35* 80,29+4,46 52,20+8,04**
Glu 271,83+13,94* | 308,31+26,31* | 291,60+25,65" 449,51+32,87 349,26+19,04**
Gly 190,76+17,41* | 195,53+28,33* | 230,01+22,01* 366,89+18,76 285,15+18,36™
His 10,67+3,24* 12,7442 07 15,52+4,74* 37,06+2,19 12,63+4,15*
Leu 79,40+7,54* 82,82+9,47* 88,73+10,28"* 161,96+20,53 100,67+13,61*
Met 15,88+1,76 13,66+1,54 17,10+1,53 18,41+1,72 17,11+1,96
Orn 67,29+6,73" 74,52+10,82* 88,75+11,05* 162,64+7,63 109,13+12,69*
Phe 46,31+5,08* 45,61+3,563* 47,62+5,91* 63,93+3,76 58,75+6,66
Pro 53,02+8,32* 48,75+3,16* 73,77+13,05* 108,28+8,57 82,04+11,3/
Ser 57,18+10,01 58,33+13,32 53,87+4,82 87,99+19,76 69,94+11,09
Trp 8,60+0,49* 11,00+1,18* 9,02+0,73* 17,74+1,39 11,65+0,95*°*
Tyr 55,27+6,92 41,52+3,22* 46,40+4,89* 60,20+3,60 59,15+7,83
Val 101,56+14,15 93,23+2,48 104,33+8,29 110,50+10,78 108,84+8,77

Ipumimra:* — nocrosipuicts pizuuii p<0,05 mopiswsiro 3 XXH 4 c1.; * — mocrosipuicTs pisautti p<0,05 mopisusino 3 XXH 3 cr,;
°* — nocrosipuicts pizuuii p<0,05 nopisusiro 3 XXH 4 cr.; * — gocrosipuicts pisanii p<0,05 mopisusino 3 XXH 2 cr.
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Tabnuys 4

CniBBigHOLWEHHA aMiHOKUCHOT y AiTein 3 XXH 2-5 cT.

CnieBigHoweHHs | XXH 2 c1. (n=7) | XXH 3 c1. (n=11) | XXH 4 cT1. (n=11) [XXH 5 cT. A (n=9) | Nicnga nikyBaHHA neBokapHiTUHOM (n=20)
Arg/Ala 0,21+0,03* 0,27+0,02¢ 0,22+0,02* 0,08+0,02 0,24+0,04*
Arg/Phe 0,78+0,16* 0,60+0,12* 0,79+0,08* 0,3+0,05 0,82+0,12*
Cit/Arg 1,15+0,22* 2,02+0,31* 1,39+0,17* 5,14+0,74 1,19+0,16*
Cit/Phe 0,77+0,11* 1,08+0,06° 1,09+0,16 1,3+0,13 0,9+0,12*
Met/Cit 0,56+0,08* » 0,28+0,04/ 0,37+0,06 0,23+0,02 0,36+0,05*
Met/Phe 0,41+0,05% 0,31+0,05 0,36+0,03/ 0,3+0,03 0,29+0,01
Met/Tyr 0,31+0,03 0,34+0,05 0,35+0,02 0,31+0,03 0,30+0,02
Phe/Tyr 0,8+0,11* 1,14+0,14 0,99+0,06 1,07+0,06 1,02+0,07
Val/Phe 2,21+0,29 2,10+0,19 2,29+0,13* 1,73+0,14 1,94+0,18

Ilpumimxa: * — pocrosipuicts pizuuii p<0,05 nopisusno 3 XXH 5 cr.;

slikyBanHs; ° — jtoctoBipHicTs pisHuii p<0,05 nopisusino 3 XXH 2 ct.

MpU3HAYEHHs JIIKYyBaHHs, OJMIKYe 10 3HAYEHb
namienTiB 3 XXH 4 cr. 3HadyeHHS TaKUX aMiHOKH-
CJIOT, SK acmapraTt, OUTPYJiH, TJIyTaMiH
i THINWH, OPHITUH i TpuUUTOdaH, MOCTOBIPHO
Bi/Ipi3HsTMCH Bijl 3HavyeHb naiienTis 3 XXH 2 cT.
(p<0,05), MmO B3aKOHOMIPHO [JISI OTPUMaHUX
pe3yabTaTiB, IK 1 Yy BUMAAKY TTOPIBHAHHS PE3yJib-
TaTiB 10 JiKyBaHHs Mix mariieatamu 3 XXH 5 cr.
i XXH 2 ct. (p<0,05). VY 1isiomy mnpuiiom JeBoKap-
HITWHY He YNHUB HETaTHBHOTO BIJIMBY Ha MeTab0-
JIOMIYHUN aMiHOKMCJOTHUM CIEKTP KPOBi, 11O
JIOIATKOBO TAKPECIOE HOTo Ge3IeKy 3acTOCyBaH-
ust y girteit 3 XXH 4-5 ¢T. 3 METOI0 TIOMOBHEHHST
BMICTY BIJIbHOTO KapHITUHY 1 3/ifiICHEHHS Ppaay
MO3UTUBHUX MeTaboMIYHNX eeKTiB.

Y niteii 3 XXH 4-5 cr., siKi OTpUMYBaJIH JIEBO-
KapHITHUH, CIIiBBiJIHOIIEHHSI aMiHOKUCJOT Iiepe-
BaXHO He BIAIPI3HSAINCH Bifi aHATOTITHUX TIOKAa3-
HUKIB 710 JiikyBanHs (Tabu. 4). JlocToBipHi BigmiH-
HOCTi BM3HAQUEH1 y 3HAUeHHI CIiBBiJIHONIEHb
MUTPYJiH/apTiHiH 1 MeTIOHIH/IMUTPYJIH MiX
narieHTamMu, SKi OTPUMYBaJU JIEBOKAPHITHH,
i marientamu 3 XXH 3 cr., gxuM mperapaTt He
mpusHauascs (p<0,05). Binpmn HusbKe 3HAUCHHS
CHiBBIJIHOIIIEHHS IUTPYJiH/apriHiH y MaIli€HTiB
Micys JIIKyBaHHSA JIEBOKAPHITUHOM iHTEPIIPETY-
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A — octoBipHicTs pizauii p<0,05 HOPIBHSHO 3 HOKA3HUKOM ITiCJIst

€ThCSI HA KOPUCTb OCTaHHbOro. Yepes aBa Micsili
MIPUIIOMY JIEBOKAPHITUHY CITiBBIIHOIIEHHS METi0-
HiH/(eHiTaNaHiH TOCTOBIPHO BIiJ[Pi3HSAJIOCH BiJ|
3HaUeHb, OTpUMannx y marfientiB 3 XXH 2 cT.
i XXH 4 cr. (p<0,05).

IIpoBesieno KopesnAiitHU aHami3, SAKU po-
JIEMOHCTPYBAaB BIZICYTHICTh 3aJI€KHOCTI MIiXK PiB-
HEM BIJIBHOTO KapHITHHY i BMICTOM reMOTJIOGiHY
(puc.). Ha wmomeHT 00CTeXeHHST TiJIbKU
y 7 (18,4%) maiienTiB AiarHOCTOBAHO aHEMIo,
y 4 — nvmwxkve 100 r/m, ame ve Hmkue 89 1/
Y penrry marieHTiB MOKasHUKK GyJIM CKOperoBaHi
3a paxyHOK IE€PMAaHEHTHOTO 3aCTOCYBaHHS IIpe-
napariB 3aniza ta EIlO-tepamii. Otpumani
pe3yabTaTu  MiATBEP/KYIOTh  PEKOMEH/IAIII0
3.16.2. KDIGO Clinical Practice Guideline for
Anemia in Chronic Kidney Disease (2012): ne
3aCTOCOBYBATHU B sAIKOCTI af'foBanTiB 1yt EITO-Te-
pamii Bitamin C, Bitamin /I, Bitamin E, dosieBy
kucaory, L-kapHiTuH i meaTokcudimin.

JlikyBaHHS  JI€BOKApHITMHOM  TIO3UTHBHO
BiOMIOCST Ha 3araJbHOMY CTaHi TAaIl[i€HTiB:
y 15 (75%) miteii 36impimacst GisuyHa BUTpUBA-
JICTB, IITA CTATH aKTUBHINIINMHY, PyXJIUBIIIIMU.

[Ilomo moka3HUKIB (PYyHKIIOHAJIBHOTO CTaHY
CepleBO-CYIMHHOI CHUCTEMH, TO 32 JiBa MiCAII
Teparii i3 3aCTOCYBaHHAM JIEBOKAPHITUHY B/IAJIOCS
JOCATTU TIOKpalllaHHs pe3yabraTiB (Tabi. 5).
Axmo mgo mowaTky Teparmii HAANLTYHOYKOBI
eKCTpacucToIn peectpyBannch y 30% mariienTis,
TO Yepes3 /IBa Micslll JiKyBaHHS JIEBOKAPHITUHOM
y CKJa/li KOMTIJIEKCHOI Tepamii mamienTiB 3 XXH
4—5 CT. KIIbKICTH TMAIIEHTIB 3 HAANIYHOUKOBUMEI
€KCTPaCUCTOIaMU 3MeHITIIach 110 5% (py’<0,05).
Opaxirig suknay (DB) takox 3a3Hama MO3UTHB-
HUX 3MiH, i yepe3 aBa Micsii Tisbku y 1 i3 20
narienTiB peecrpyBaiock 3umxkenns OB. Kinb-
KiCTh MAITIEHTIB 3 AUXATHHOIO aPUTMIEIO TOCTOBIP-
HO 3MEHIIMJIACH TIOPIBHAHO 3 TPYIO0 JIO JiKyBaH-
s (py’<0,05). I sminm 3y6ms T, gk pesyabrar
KOMIIJIEKCHOTO JIIKyBaHHS 13 3aCTOCYBaHHAM
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Tabnuys 5
AnHamika nokasHukiB EKT Ta Exo-KI y pitein 3 XXH 4-5 cT1. Ha Thi Tepanii neBOKapHiTUHOM
NoKasHnK Do nikyBaHHsa (n=20) Yepe3s aBa micsui nikysaHHa (n=20)
n % n %

HapLunyHo4koBi ekcTpacmcTonu 6 30 1 5*
3HWXKeHHs dpakuii Bukugy 5 25 1 5
OuxanbHa aputMmis 6 30 1 5*
3MmiHn 3y6usa T 16 80 10 50*

Ipumimxa: * — pocrosipHicTd pisautl py’<0,05 TOPIBHSHO 3 HOKA3HNKAMH JI0 JIKYBaHHSI.

JIEBOKAPHITUHY, peecTpyBayuch y 1,6 pasy pizuie,
HiXK y Tpymi g0 aikyBarss (py><0,05). Corix 3a3Ha-
uyuty, mo y gireit 3 XXH, ocob6auBo 4—5 cr., He-
MOKJINBO posdpaxoByBatu Ha 100% mosutuBHUI
edekT 3 OGOKY TOKa3HUKIB CepIeBO-CyAMHHOI
cucremu. HasiBaictb Al, ejleKTpPoOJIiTHUX 3MiH,
MeTaboJIiYHOTO aIUA03y, YPEMiYHUX TOKCHHIB,
aHeMii, 3aCTOCYBaHHS HUPKOBO3aMiCHOI Tepartii —
yce 1ie B KOMILJIEKCi BIJIMBAE Ha CTaH CEPIEBO-CY-
JIMHHOI CUCTEeMU 1 3arajJbHUU CTaH MaJIeHbKUX
narientis 3 XXH, i 6e3 KomIuiekcHoOi Teparrii,
CIIPSIMOBAHOI Ha JIKBiIAIlil0 BUIleTIepepaxoBaHUX
00TsKYI0UMX (DaKTOPIB, JOCATHYTH YCIIIXY He-
MOKJTUBO.

3a 1epioi CriocTepeskKeHHsT HaMU HE BiIMiYeHO
HebakaHuX eeKTIB Bil 3aCTOCYBaHHS Mperapary
«ArBanTap» y miteit 3 XXH 4-5 c1. ¥V KomHOi
JIUTUHU HE CIIOCTEPITaJoCch PO3BUTKY aJEPTiUHUX
peaxiiiif i po3aiB IMUTYHKOBO-KUIITKOBOTO TPAKTY.
JleBoKapHiTUH 100pe MepeHOCHBCs, OaTbKK i iTH
BiIMiYaJIM 3pY4YHICTb 3aCTOCYBaHHA TIperapary.
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OueHKa NCMXOMOTOPHOro pa3BuTuUa AetTen fo
ropa, nepeHecLumnXx XeJsiTyxy B HeoOHaTaJibHOM
nepuoge, ¢ nomoLbio [leHBepcKoro
CKpuHMHroesoro tecra ll

Hay4Ho-nccnegoaTenbCkuii MHCTUTYT neguatpum nmenn K. ®apagxeson, r. baky, Pecnybnuka AsepbanxaH
Modern pediatrics. Ukraine. 2019.5(101):38-42; doi 10.15574/SP.2019.101.38

For citation: Guliyev NJ, Hajizade G. (2019). Assessing the psychomotor development using the Denver screening test Il in infants who have had jaun-
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Llenb: oueHka ncuxomotopHoro passutus (MMP) y feteit B Bo3pacTe [0 rofa, POAMBLUNXCS MPEXAEBPEMEHHO WM B CPOK U MEPEHECLUNX XKENTYXy
B HEOHATaNbHOM Nnepuoge.

Matepuanb! u metofbl. 06¢neoBaHo 86 [eTell, NepeHecLLnX XenTyxy B HeOHaTaNbHOM Nepuoje, KOTopble B 3aBUCUMOCTI OT recTalioHHOro Bo3pacTa Ha
MOMEHT POXAeHWs Obinn pasfeneHbl Ha ABe rpynmbl: | rpynna — AOHOLWeHHble (n=54), Il rpynna — poAmslunecs npexaespemMeHHo (n=32). Bcem
obcnefoBalHbiM B 3, 6, 9, 12 mecAues Obina npoBeAeHa oueHka MMP ¢ nomoulbio [1eHBEPCKOro CKpUHWMHrOBOro Tecta Il. [ns m3yveHus BauaHus
HeoHaTanbHON runepounupyeuHeMni Ha NPOHULLEAEMOCTb remaToaHLedanuyeckoro 6apbepa y BCex AeTel B AMHAMUKe HeoHatansHoro nepuoga (1-3, 5-7,
21-28 pHu) onpefensnucb Heipocneuynduyeckue 6enkn — Henpocneunduyeckas sHonasa (NSE), rmmadubpunnapHbin kucnblin npotenH (GFAP)
1 Tpodhnyeckmin haktop mosra (BDNF).

PesynbTathl M BbIBOAbL Y 22,2% [AOHOLWEHHbIX U 35,3% NpeXAeBPEMEHHO POAMBLUMXCA AETel, NepeHeclnx runepObunupybuHeMmu0 B HeOHaTanbHOM
nepuoje, 0TMe4aeTca 3afepxka passutus. Y aeten ¢ 3agepxkon NMMP, kak JOHOLIEHHbIX, TaK 1 POAMBLLKXCS NPEXAEeBPEMEHHO, B HEOHATaNIbHOM Nepuoje
BbISIBNIEHbI B0Mee BbICOKME YPOBHU Heipocneundniecknx 6enKoB N0 CpPaBHEHWO ¢ AeTbMU C HOpManbHbIM [TMP, 4TO N03BOASET MCMONL30BATh faHHbIE
N0OKa3aTenn B Ka4ecTBe KPUTEPMEB NPOrHO3NPOBAHNS.

NccnenoBanne 6b110 BbINOMAHEHO B COOTBETCTBIN C NPUHLMNAMU XeNnbCUHKCKOI [leknapawun. MpoTokon uccneaoBanmns 6bi 0f06peH JIokanbHbIM 3TU4eCKUM
komuteTom (J13K) yupexaenns. Ha npoBeaeHne uccnefoBanuii 6610 Noay4eHO MHGOPMUPOBAHHOE COrnacue poauTeneii AeTeii (Man UX ONeKyHOB).
ABTOpPbI 3aBNAOT 06 OTCYTCTBUN KOH(AMKTA MHTEPECOB.

Knioyesble cnoBa: HOBOPOX/AEHHbIE, HEOHaTaNbHas runepounupyéuHemns, [leHBepCKIii CKpUHUHIOBLINA TecT II, Heiipocneumdnyeckne 6enku.

Assessing the psychomotor development using the Denver screening test Il in infants
who have had jaundice in the neonatal period

N.J. Guliyev, G. Hajizade

Scientific Research Institute of Pediatrics named after K. Farajova, Baku, Republic of Azerbaijan

Material and methods. 86 children who have had jaundice in the neonatal period were examined and were divided into 2 groups depending on gestational age
at the time of birth: Group | — full term (n=54), Group Il — born prematurely (n=32). All examined at 3, 6, 9, 12 months were assessed for psychomotor devel-
opment using the Denver screening test Il. To study the influence the neonatal hyperbilirubinemia on hematoencephalic barrier (blood-brain barrier) perme-
ability in all children in the dynamics of the neonatal period (1-3, 5-7, 21-28 days), neurospecific proteins — neurospecific enolase (NSE), glial fibrillary acidic
protein (GFAP) and trophic brain factor (BDNF) were identified.

Results and conclusions. The results of the study showed that 22.2% of full-term and 35.3% of prematurely born children who had hyperbilirubinemia
in the neonatal period had a delay in development. In children with psychomotor retardation, both full-term and prematurely born, higher levels of neurospe-
cific proteins were observed in the neonatal period compared with children with normal psychomotor development, which allows using these indicators
as prediction criteria.

The research was carried out in accordance with the principles of the Helsinki Declaration. The study protocol was approved by the Local Ethics Committee
(LEC) of an institution.

No conflict of interest was declared by the authors

Key words: newborns, neonatal hyperbilirubinemia, Denver screening test Il, neurospecific proteins.

OuiHka NMCUXOMOTOPHOIro po3BUTKY AiTel NnepLoro poky XuTTS, LLLO MaJIN XKOBTAHULIO
y HeoHaTasibHOMY fniepioai, 3a sonomMoroio [1leHBepCbKOro CKpuHiHroeoro tecty Il

H.x. l'ynies, I'X. lagxu3age

HaykoBo-focnigHui iHcTUTyT negiatpii imeni K. ®apagxesoi, M. baky, Pecny6nika Asep6aimkaH

MerTa: ouiHka ncuxomoTopHoro po3sutky (MMP) y aiTeii Bikom 40 pOKY, L0 HAPOAMAMCSA NepPefYacHO Ta NEPEHec XXKOBTAHNULIO Y HeOHaTanbHOMY Nnepiogi.
Martepianu i meTogu. 06¢TeXxxeH0 86 AiTeid, L0 Manu XXOBTAHULIO Y HEOHATANIbHOMY NEPiOi, SiKi 3aneXHO Bif recTauiitHoro Biky Ha MOMEHT HapOKEHHS Bynu
po3noaineHi Ha i rpynu: | rpyna — paoHolwexi (n=54), Il rpyna — nepeayacHo HapomkeHi (n=32). Ycim o6¢TexeHum y 3, 6, 9, 12 micauis ouintosanm MVIP
3a 1oNOMOrow [1eHBepCbKOro CKPUHIHIOBOro Tecty Il [1ns BWBYEHHS BMIMBY HeOHATanbHoi rinep6inipybiHemii HA NPOHWKHICTL rematoeHLedaniqyHoro
6ap'epy Yy BCiX AiTeil y AMHamili HeoHatanbHoro nepiogy (1-3, 5-7, 21-28 fHi) Bu3Ha4anucs HermpocneunidHi 6inkn — HelpocneyndiyHa eHonasa (NSE),
rniaconbpunspHnit kucaui npoteid (GFAP) i TpochiuHmin hakTop mo3ky (BDNF).

Pe3ynbTath Ta BMCHOBKW. Y 22,2% pAOHOWeHNX i 35,3% nepeaqacHo HApOMKeHux AiTeid, Wo manu rinep6inipybiHemito y HeoHaTanbHOMY nepiofi,
CnocTepiraeTbCs 3aTpUMKa po3BuUTKy. Y aiteit i3 3aTpumkoto NMMP, K JOHOLIEHUX, TaK | HAPOMKEHUX NEPEeAYaCcHO, Y HeOHATaNbHOMY Nepioi BUABAAAMCS BULL
piBHi HelipocneyndiyHnx 6inKiB NOPIBHAHO 3 AiTbMM i3 HopManbHUM MIVIP, 110 [03BOMSE BUKOPUCTOBYBATH Lii NOKA3HWUKM Y AKOCTI KPUTEPIiB NPOrHO3yBaHHS.
[locniixeHHs BUKOHAHI BifNOBIAHO [0 npuHUuMNiB MenbciHcbkoi [eknapauii. MpoTokon BOCNIMKEHHA yxBaneHui JlokansHum etuqHuM Komitetom (JTEK)
yCTaHoBW. Ha npoBeAeHHs [OCAimKeHb 6YN0 0TPMMAHO NoiHGOpMOBaHy 3rody 6atbkis AiTeil (260 iXHiX OniKyHiB).

ABTOpPM 329BNIAKOTH NPO BiAICYTHICTb KOHMNIKTY IHTEPECIB.

KnioyoBi cnoBa: HOBOHapPOKeHi, HeoHaTanbHa rinepbinipy6iHemis, [leHBEPCbKUIA CKPUHIHIOBMIA TecT II, HeipocneundiyHi 6inku.
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BBenenue
eITyXa HOBOPOXICHHBIX  SIBJISETCS

H<011H01‘/’1 U3 aKTyaJbHBIX TPOOJIEM COBpe-
MEHHOI HeoHaToJioTUU. HeoHarasibHas skeaTyxa
pasBuBaercs NpUOIM3UTEIBHO Yy 60% HOBOPOXK-
NEHHBIX W XapaKTepu3yeTcsl TPenMYIIeCTBEHHO
nobpokavecTBeHHbIM TedenueM [14]. Bwmecrte
C TeM TUIepOUINpPyOMHEMIH 3aHUMAIOT 0c060e
MECTO B CTPYKType 3a00JI€BAEMOCTH U JIETaTbHO-
cTu B HeoHatasibHOM niepuoie [10]. 1o cBsi3ano ¢
MOBPEKIAIONIMM JICHICTBHEM HEMPSIMOTO OUINPY-
6uHa Ha IeHTpaabHYyI0 HepBHYIO cuctemy (ITHC)
[12]. Bymyuu JunohuibHBIM BEecTBOM, CBOOOI-
HBI OUJIMPYOUH TIPOXOAUT Yepe3 TeMaTodHIle-
dannueckuii 6appep (I'DB) u HakamimBaercs
B 6aszasibhbix rarusx. CBoOOAHbBII GuinpyOuH
TOPMO3UT OKHUCJUTEbHbIE MPOIECCHl B OPTaHU3-
Me, B pe3yJbTaTe 4ero HapyllaeTcs yCBOeHUe
KHUCJIOPOJIa, & U3 HEKPOTU3MPOBAHHBIX HEHPOHOB
BBICBOOOKMat0TCS Helipocnenuduueckue dep-
MEHTBI, KOTOPbIe B OOJIBIIOM KOJMYECTBE HAKall-
JINBAIOTCST B MESKKJIETOYHOM U BHYTPUCOCYTUCTOM
mpoctpancTsax [15].

[Tpoxosk/eHre HEMpsIMOro OuaMpyOnHa depes
'9b 3aBucut He TOJBKO OT €T0 YPOBHSA B KPOBU.
BobIiiast poJib B 9TOM OTBOANTCS K OCOOEHHOCTSIM
nponutiaemoct I'9b. [Ipu paznmuunbix marosoru-
YECKUX COCTOSTHUSX (TUTIOKCHSI, THTIEPOKCHS, allh-
1103, TUTIOTJIMKEMHUSI, TUTIOTEPMU, CETICUC W T.1I.)
MPOHUIIAEMOCTh Bo3pacTaeT. B pesyibraTe B
TOJIOBHOM MO3T€ MPOUCXOANUT HAKOIICHWE OUJIH-
pyOrHA B BBICOKMX KOHIIEHTPAIMSIX, YTO IPUBOIUT
K oCTpoil 6uanpyO6rHOBOI HHTOKCHKaIwu [17].

O cTenenu MoBpekAeHN HEHPOHOB U TTPOHU-
naemoctu I'DObB mosBossier cynuTh ompezeseHue
B Tmepudepudeckoil KpoBU GEJKOB — MapKepoB
noBpexaenusa [THC, Kk KOTOpsIM OTHOCSATCS: HEl-
pocrienuduueckas sxnonaza (NSE), ramadpubpui-
ngpubrii kucaerii porend (GFAP) u Tpodmuue-
ckuit pakrop moszra (BDNF). NSE conepsxurcs
B OCHOBHOM B HeWPOHAX rOJIOBHOTO MO3Ta M Hell-
poanokpuHHLIX K1eTkax [13]. GFAP — ctpykTyp-
HbII KOMITOHEHT AudHepeHIMpOBaHHBIX KJIETOK
acTporTapHoii ruu. IlokazaHo, 4TO acTpOIUT-
AHJIOTEJINAIbHBIE B3aMMOJIECTBUS BaKHBI IS
nozepskanus 1eaoctuoctu Db [2]. BDNF yua-
CTBYeT B PETYJISAIUU HEHPOTreHe3a U UTPaeT BaxK-
HYIO POJib B 3AalIUTHBIX MeXaHU3MaxX HEPBHOU
TKaHW TP uieMmudeckoMm nospexzaennn [1,11].
[Tockosbky B HOpMaTbHBIX yeaoBusax 'Ob asag-
€TCsT HETIPOHUIAEMbBIM JJIsT CTIEI(pUIecKux OeJ-
KOB, MOBBIIIIEHHbIE 3HAYEHNS ITUX MAPKEPOB MPU
nepuHaTadbHbIX Topakenugax [HHC cBumertens-
CTBYIOT O TJIyOWHE CTPYKTYPHO-(DYHKIIMOHATbHBIX

U JIECTPYKTUBHBIX HAPYIIEHUI KJIETOUYHBIX MEM-
6pan ueiiporoB u ['9b [4].

[TpomoskuTebHASA THITEPOUTNPYOMHEMHST CITO-
COOCTBYET Pa3BUTHIO XPOHUYECKOW OUIMPYOHHO-
BOW MHTOKCHKAIMH, YTO KIMHIUYECKH HPOSIBJISETCS
SKCTPATMPAMUIHBIMHA PaccTpoiicTBaMU (Xopeoare-
TO3, IUCTOHUS, TIOTEPS ciyXa). Takoro pona Hapy-
IIEHMSI CBSI3aHbI C TIOBPEsKIEHUEM HEHPOHOB CyOTa-
JIAMUYECKUX sifiep, CTBOJIa MO3Ta M TUIIOKaMIIa,
a taxke kietok [Typkunbe B Mozskeuke [5]. HacTo-
Ta BCTPEYAEMOCTH XPOHUUYECKON OMINPYOMHOBON
MHTOKCHKAIIUU B PA3JIMIHBIX CTPAHAX HEOIMHAKO-
Ba 1 BO MHOTOM OITPEJIEJISIETCST YPOBHEM PA3BUTHSI.
B pasBuBaommxcs crpaHax 3TOT TOKa3aTesb
JocTatouHo BbICOK [16]. IlpuumHamu gaHHOM
CUTYallMU SBJSIIOTCS cjlabas OpraHusalust CKpH-
HUHTa HEOHATATbHBIX JKEJITYX, IHPOKOE Pacipo-
cTpaHeHwe 3a001eBaHiA, TPUBOISAIINX K BOSHUKHO-
BEHUIO T€MOJIMTUYECKUX U KOHBIOTAIIMOHHBIX JKeJI-
TyX (TeMosmTHYecKast 00JIe3Hb HOBOPOKIEHHBIX,
neunuT raokKo30-6-docdar  geruporeHassbi,
CEIICUC 1 JIP.), HETPaBUJIbHOE MpoBeieHre GhoToTe-
pariu, HeZIOCTaTOYHbBIE 3ATTachl KPOBH JIJIST TTEPEJTH-
Bauwuii u T.71. [18].

Heo6X0MMO OTMETHUTD, YTO CBOOOIHBIN OUJIN-
pyOuH He Beerga crocobeH mpoxoanTh yepe3 ['OB.
ToJIbKO He CBSA3AHHBIN ¢ aTbOYMUHOM CBOOOHbIN
O6uMpyOrH TpHoOpeTaeT JaHHYI0 CIIOCOOHOCTD.
KoutiuecTBO TAaKOTO OMIMPYOUHA 3aBUCHUT OT YPOB-
HsT aapOyMuHa W o0miero 6uaupyOMHa B KPOBH,
a TakKe OT aabOYMUHCBSI3BIBAOIIEH CITOCOGHOCTH
ceiBopoTku kpoBu [6]. Tlocsennnii moxasaresnb
3aBMCUT OT TECTAl[MOHHOIO BO3pacTa M MacChl
HOBOPOKIEHHOTO. MHOTOUNCIEHHBIE HCCIeI0BA-
HUS MOATBEPAKAAIOT, YTO PA3BUTHE OMINPYOUMHO-
BOW MHTOKCHKAIIMY 3aBUCUT TaKsKe M OT BPEMEHU
BO3/IEHCTBYS CBOOOTHOTO OMIMPYOMHA, 1 OT U3Me-
HEHUI Ha ypoBHe KJIETOK. B psize uccienoBanuii
YKa3bIBAETCS, YTO MHAMKATOPaMK HeOJarompusiT-
HOTO TIPOTHO3a SIBJISIIOTCSI MAJIBII CPOK TeCTaInu
U MaJjiasi Macca 1pu poxkzaeruu [3,9].

TakuMm 06pa3oM, B MOBPEKIECHUHI TOJOBHOTO
MO3Ta TIPU KeJITyXaX OOJIbINast PoJib MPUHAJLIE-
KUT albOYMUHY M CTEHEHU HPOHUIIAEMOCTU
I'9B. IIpu stom 6oJbIIOE 3HAYEHUE TIPUAAETCS
BBISIBJIEHUIO CBSI3U MEPUHATAIHLHOTO TOPAKEHUS
IMHC c 3amep:xKoit MOCAEAYIONETO TICUXOMOTOP-
noro passutuss (IIMP) pebGenka. [lns orneHku
I[IMP ucrnosib3yioTcs crieliuajibHble TeCThI, CPpeu
KOTOPBIX JIOCTATOYHO BBICOKOH JOCTOBEPHOCTHIO
obnamaer [leHBepCKUI CKPUHUHTOBBII TecT II.
[IpoBoauTCS OlleHKa 4YeTbipeX OJOKOB: Tpybdast
MOTOPHKa, TOHKasi MOTOPHKA, Pedb, COIMATbHAS
azanTanus. TecT MMeeT PEeNMyIIecTBa Mo CpaB-
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HEHUIO C JAPYTMMM 3a CYET MaJjioTO BpPeMEeHU
JUIST BBITIOJTHEHUSI, a TaKKe B CBS3U C TEM, UTO,
B OTJIMune OT Tecta beiisn, He TpeOyeT BhICIIen
MICUXOJIOTUYECKON KBaTU(UKAIINN HCCIe10Ba-
Tens [7,8].

[TockonpbKy 3auacTyio WMEHHO paHHEE BbISB-
genue tmopaxkenuin IITHC mnpu HeoHaTasbHBIX
JKEJITyXaxX WTPaeT PeIaioniyio poJjib B CBOEBpe-
MEHHOM IIPOBEJEeHUM HEeOOXOAMMOI Tepanuu
U TPEJOTBPALIEHUN TTOCTENYIONIEr0 OTCTaBAHUS
B IIMP, uccienoBanue JaHHOI IPOOIEMbBI SBJIs-
€TCs BayKHBIM, OJIHAKO HE JI0 KOHIIA PEIIeHHBIM,
BOITPOCOM.

Ilenwvro uiccnenoBanust gpujach orenka IIMP
y JleTell B BO3pacTe JI0 T0/1a, POJUBIIUXCS MPEKIe-
BPEMEHHO WJIM B CPOK U IEPEHECHINX JKEITYXY
B HEOHATAJBHOM TIEPHO/IE.

Marepuas 1 METO/IbI HCCJIeIOBAHUS

B uccnenoBanue Obuin BRJIOYEHBI 86 mereil,
MepeHeCcHINX JKeJTyXy B HEOHATAJThHOM IEPUOJIE,
KOTOPBIE B 3aBUCUMOCTHU OT TECTAIMOHHOTO BO3Pa-
cTa Ha MOMEHT POJKAEHST OBIIN pa3/ieIeHbl Ha IBE
rpynnel: [ rpynma — ponomenubie (n=>54),
IT tpynma — poausminecd TpexXIeBPEMEHHO
(n=32). Kputepuem BKIIOUEHUS B HUCCIEIOBAHIE
OBbLII BBICOKUN YPOBEHb HEMPSIMOTO GUIMpyOnHA
B KPOBH B TepBbIe 24—36 4acoB: y JOHOIIEHHBIX —
BhIIIie 12 MT/711, y IPEsKIEBPEMEHHO POJMBIITIXCS —
Bblnte 15 mMr/z.

Bcem ob6camemoBannbM B 3, 6, 9, 12 mecses
Oblta 1poBesieHa orerka IIMP ¢ momorsio /leH-
Bepckoro ckpunuHroBoro Tecta II. Ilo pesysbra-
TaM WMCCJIeIOBAHUST IeTH OBLIN pasjieieHbl Ha JIBe
noarpymibl: [A u [TA — ¢ HOpMaTbHBIM Pa3BUTH-
eM, IB n [1B — ¢ 3agep:xkoit [IMP.

Y Bcex gereil B AMHAMUKe HEOHATAJIbHOTO
nepuoza (1-3, 5—7, 21—28 nuu) 661U OTCIIEKEHBI
KJINHUYECKIE ¥ OMOXMMUYECKHE TOKa3aTeH.

[l u3yyeHust BAUSHNS HEOHATAIBHON THUTIED-
OupyOrHEeMIK Ha poHUIaeMocTh OB uMmy-
HOXUMHUYECKUM METOZIOM B KPOBU OIIPEEISAINCD
Helipocrerduueckue Gegkn — Helpocerdu-
gyeckass sHosnaza (NSE), rumadubpuiisapHbiii
kucabii mpotend (GFAP) n tpoduuecknii dax-
top mosra (BDNF).

WccnenoBanue OBLJIO BBHITIOJHEHO B COOT-
BETCTBUU C NPUHIUTIAMU XeJbCUHKCKON [lexma-
paru.  [IpoTokos uccrenoBanusi ObLT 0100peH
JlokampubiM  aTuyeckuM komutetoM (JIIK)
yU4acTBYIONUX yupexjaenus. Ha mposenenue
uccyefloBaHuil  ObLIO  TIOJTyYeHO WHPOPMHE-
pOBaHHOe coTJiache poanTeNell meTedl (MaMm WX
OTIEKYHOB).

Pe3ysibTaThl HCCIEIOBAHUIN U HX 00CY K/IeHIEe

Beuio ycranomsieno, 4To y Marepeil jereii,
UMelonuX B KaTamHe3e oTcTaBanue B [IMP,
KaK JIOHOMIEHHbIX, TaK ¥ POAMBIINXCS TIPEXKIEBPE-
MEHHO, dallle OTMedaJiach Yrpo3a BBIKUJIBIIIA
(p<0,05).

PerpocnekTuBHBI aHAaIN3 paHHETO HeEOHa-
TaJIBHOTO TEpPHOZa TO0Ka3aj, YTO THIepOUIUpY-
6unemust y 33,3% nereii I rpymmst u'y 75,5% neteit
IT rpymmbsr npotekana Ha (hoHE THIOKCHYECKU-
umemudeckoit sutedanronatnu (I’MI) u compo-
BOJK/IAJIACH PSI/IOM CUHAPOMOB (BSLJIOCTh, CHHIIPOM
HepBHO-PedIEKTOPHON BO30YIUMOCTH, CYIOPOK-
Helii cungpoM u ap.). Cpeam 3THX CUHIPOMOB
obiee orcTaBaHue (BSLIOCTH) TPeoOIagano Kak
y JIOHOIIEHHBIX, TAaK U Y POJIUBIINXCS TIPEXKIeBpe-
merHo (p<0,05).

N3 8 HemoHOIIEHHBIX NleTell ¢ CyNOPOKHBIM
CHUH/JIPOMOM B paHHeM HEOHATAaJbHOM MEPHUOJIE
y 6 (75%), au3 6 monomennbix — y 3 (50%) orme-
yajioch orcraBanue B [IMP (p<0,01).

Bbuto yctaHoBJIEHO, YTO HECMOTPST HA TO, YTO
y JeTeil, MepeHecHmux TUnepOuInpyonHeMIIio
Ha ¢done serkoii crenenu [V, orcraBanus
B COIMAJILHON a/IalTallul W PAa3BUTUU DY He
HabJ0a710¢h, B 12,5% cirydaeB y IpexkIeBpeMeH-
HO POAUBIMXCS U B 7,4% CITy4aeB y TOHOIIEHHBIX
OTMeYasIach 3a/IePsKKa PA3BUTHUSI MOTOPHBIX (DYHK-
nuit. 1Ipu cpenneit crenenu 'O takoe orcraBa-
Hue HabJIo1a10¢h 1o rpyiam B 29,5% u 14,8% ciry-
YaeB COOTBETCTBEHHO.

Y nereil ¢ MPOJIOHTUPOBAHHON TUTIEPOUTHPY-
O6unemueii Ha one TsKenoit crenenn T rpy-
Oble HapyIEHNsT MOTOPHBIX (DYHKITUI OTMEYaIICh
vaie (p<<0,01).

[Ipn amasmse mokasaresieli HelipocoHorpaduu
u poniieporpadu HEOHATAJIBHOTO TEPUOa
y zieteit, Kotopele corsacHo [lenBepckomy Tecty 11
numesn orcraBanue B [IMP, 6110 06HApYIKEHO,
yTo HauboJbinas 3ajgep:kka IIMP wabmomanach
IpU [IPOTEKaHUKM KOHBIOTallMOHHON THUIEepPOUIIN-
pyOuHemuy Ha (oHe WHTPABEHTPUKYJISPHOTO
kpoBousaugauus III crenenn u nepuBeHTPUKY-
JIIPHON JIEMKOMAJIS I,

B mpormecce omenkn samep:xku [IMP nereii,
MEepPEHeCHNX HEeOHATAJIBHYIO THIepOUInpyOnte-
MU0, OBLIO BbIsIBIE€HO, 4To B I rpymnme y 12
(22,2%) neteii oTMeyalCh cOUYETaHHbIe HApYyIIe-
Husa (y 7 TAlMeHTOB), OTCTaBaHUE COIUAJIBHOMI
azlanTanuu u 3a7iepkka peunt (y 3 TAIMEeHTOB),
rpybast 3ajeps;KKa MOTOPHOTO pasBuTust (y 2 e-
teit). Bo Bropoii rpymmne u3z 12 (35,3%) nereii
B IIECTH CJIyYasiX UMEJIN MECTO COUYeTaHHbIe HAPY-
IIEHNS, B YeThIPEX CAYYasiX — 3aJePKKA COIUAIb-
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Tabruya

YpoBeHb Helipocneunduyecknx 6esKoB B HEOHaTaJbHOM nepuoae
un ux BamgHue Ha NMMP pgeTtei B BO3pacTe 04HOro roapa

. [loHoLLEeHHbIe, MpexaeBpeMeHHO poavBLLMECS,
He#ipocneuu- OHn | rpynna (n=54) Il rpynna (n=32)
¢Vé:?1(|:(x“ue XXU3HU IA — HopmanbHoe IB — 3apepxka IIA — HopmanbHoe 1IB — 3apepxka

pa3ssutue (n=42) MMP (n=12) pa3ssutue (n=20) MMP (n=12)

NSE 1-3 16,5+1,2 21,2+1,4 20,4+1,6 30,6+2,4**
(Hr/mn) (10,2-20,1) (17,4-27.5) (10,4-20,8) (20,0-40,6)
5-7 12,8+0,8 18,2+1,0" 14,0+1,0 22,6+1,8**

(9,2-16,0) (14,6-22,6) (9,6-20,7) (18,0-27,6)

21-28 9,8+0,8 13,6+1,2 10,6+0,6 18,9+1,2**

(6,1-12,5) (8,4-18,0) (8,1-14,2) (12,5-22,0)

GFAP 1-3 22,0+1,0 34,01+1,6™ 34,2+1,4 52,0+3,1**
(Hr/™mn) (18,6-28,2) (24,6-40,2) (24,4-42,5) (42,8-72,0)
5-7 16,0+0,8 28,0+1,2** 29,2+12" 46,8+2,2™*

(12,1-22,4) (21,6-32,5) (20,1-36,2) (36,4-58,0)

21-28 14,0+0,8 22,0+1,0** 26,01+1,0 38,0+1,8*
(9,2-18,6) (16,8-28,4) (20,8-32,0) (32,6-44,00

BDNF 1-3 24,8+1,2 34,8+1,0** 32,4+1,6 42,01+1,2**
(Hr/mn) (19,6-30,2) (26,1-44.6) (21,4-38.,5) (36,6-48,0)
5-7 22,0+1,0 32,6+1,8** 31,6+0,8 40,01+1,0”

(18,4-28,0) (26,4-38,6) (27,6-38,4) (36,4-46,8)

21-28 20,6+0,8 30,6+1,0** 26,4+1,2 38,01+1,4*

(16,6-26,8) (24,4-36,5) (20,1-32,0) (30,4-44,0)

Ipumeuanue: p — craTUCTHYECKAs PA3HUIA MEK/IY MTOKa3aTesIMu Jieteil ¢ 3aaepskkoit [IMP u ¢ Hopmasbibiv pazsutiem: *p<0,05; **p<0,01.

HOW ajianTtaiuy U pevyu, a B ABYX CJIyYasiX — TPy-
60e oTCTaBaHWe MOTOPHBIX (DYHKITUI.

Ha cnemyromem atatme ucciaeoBaHUsA y AeTel,
HepeHecnX HeOHATaJbHYIO TUIepOUInpyOruHe-
MU0, OBLIH MTPOAHATM3UPOBAHBI YPOBHU HEHPO-
crierudrueckux OeJIKOB B HEOHATATIBHOM TIEPHOJIE
u 3aBucumoctb [IMP B Bospacrte onHOro roma ot
9THX ToKasaTeneil. Kak BHAHO u3 TaOJUIbBI, Y
neteti ¢ 3agep:kkoit [IMP, kak 1OHOIIEHHBIX, TaK 1
POAMBIINXCS TPEKIEBPEMEHHO, B HEOHATAJIHHOM
meprojie OTMeYaIich 0oJiee BLICOKHWE YPOBHU
Helipocnenududeckux OeJKOB 0 CPaBHEHUIO
¢ IeTbMU, uMeronuMu HopmasibHoe [IMP. B nuna-
MHKEe HEOHaTaJbHOTO Tieproja B moarpymime 1B
PErUCTPUPOBAIHUCH JOCTOBEPHO BBICOKUE KOHIIEH-
tpartuu GFAP m BDNF (p<0,01). Bosnee BbIpa-
JKEHHbIE JI0CTOBEPHbIE M3MEHEHUsI HaOJI0[aInCh
B noarpymiie 11B (cpeay npeskieBpeMeHHO POIB-
MTUXCS JIeTeil): 371eCh MMeJI0 MECTO OCTOBEPHOE
(p<0,01) moBwITIIeHe B KPOBU YPOBHS BCEX TPEX
nokasaresieii (NSE, GFAP, BDNF).

B pesynprare AMCKPETHOTO AWHAMUYECKOTO
aHa/in3a ObLIO YyCTaHOBJIEHO, uTO 3ajepxka [IMP
B BO3pacTe JI0 To/la y IOHOIIEHHBIX JIeTeil Pa3BUBa-
eTcsl B TOM cJIydae, ecju: B HeOHATATbHOM TIepPHO-
ne Ha 5—7 nenb 3navennss NSE coctaBisioT Bblie
16 ur/mur; GFAP na 5—7 menp Boime 22,4 Hr /M,
a "Ha 21-28 pewn Bwime 18,6 ur/mma; BDNF
na 1-3 nenn Boimie 30,2 ur/mi, Ha 5—7 JeHb —
Beimme 28,0 ur/ma, ma 21-28 genpb BwIIIe

26,8 Hr/miu. Y TNpexIeBPEMEHHO POAUBIINXCS
JeTell JAaHHble KpUTepnu cocTaBistioT: NSE mHa
1-3 menp Borme 20,8 ur/mir, Ha 5—7 IeHb BBIIIE
20,2 ur/ma, na 21-28 nenn Bbrme 14,7 wr/mig
GFAP Bormie 42,5 ur/mi, 36,2 ur/ma u 32 HI/MI
coorBerctBenno; BDNF na 1-3 u 5—7 nenb Boilie
38,4 ur/mn, na 21-28 nens Boie 32,0 ur/ma. [pu
HAJIMYUU TOZ0OHBIX U3MEHEHUIT IIPOTHO3 CYMTAET-
cs1 HeGJArONpUSTHBIM, U B BO3pacTe A0 Toja
HabJmonaercst 3agepskka [IMP.

BoiBOBI

Takum 00pa3oM, MpHU OIEHKE C MOMOIIBIO
[leuBepckoro cxpunuarosoro Ttecta II ITMP
aeTeil 10 roja, INepeHecHnX TI'uilepOuanpy-
OWHEMHUIO B HEOHATAJTbHOM TMepuoje, ObLIO
BBISIBJIEHO, 4TO Yy 22,2% mOHOIIEHHBIX U 35,3%
MpeX/IeBPEMEHHO POJMBIINXCS JleTell OTMevaeT-
csI 3aJIepsKKa Pa3BUTHS.

Y nereil ¢ HeOHATAJBHON runepoUINpyOHHE-
MUell olpeesieHe B KPOBU B HEOHATATHLHOM
mepuozie, Hapsity ¢ OOUIEPUHSATHIMU KINHUKO-
1ab0paTOPHBIMU [TOKA3aTeIAMM, Helpocnenudu-
yeckux OenkoB (NSE, GFAP, BDNF) nossoJsier
poTHO3UPOBaTh 3ajiep:kky IIMP, uto, B cBOIO
oyepeib, CIIOCOOCTBYET CBOEBPEMEHHOMY IPOBE-
JIEHUIO CTEeNMATU3UPOBAHHOTO JIeYeH ST ¥ CHYKe-
HUTO MHBAJMIHOCTH ¥ JAHHOW TPYIIITHI TAT[HEHTOB.

Aemopul 3as61s10m 06 OmMcymcmeu KoH IuK-
ma unmepecoa.
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Llenb: n3y4utb (oU3n4eCKyo aKTUBHOCTb [eTeli LUKOMbHOr0 BO3pacTa W ee BAUSHNE HA X (DU3MYECKOE Pa3BUTUE M afianTaLUOHHbIE BO3MOXHOCTY CEPLEYHO-
COCYANCTON CUCTEMBI.

Marepuanb u metofibl. O6¢negoBaHo 290 feTen B Bo3pacte 10-17 net — y4eHnkoB 5-11-x KNaccoB ABYX LUKOA . XapbKoBa; Manb41koB 6610 141, aeoyek —
149. MpoBoaunacb aHTPOMOMETPUS, U3y4eHNe (PU3MYECKOI aKTUBHOCTUM C MOMOLLbIO aHkeTbl MAO®MA, oueHKa TONEPaHTHOCTK K (OU3UHECKOW Harpyske
no npo6e Pydbe.

Pe3ynbTarbl. YCTaHOBNEHO, YTO ANCrapMOHUYHOE (hM3MYecKoe pa3suTie Habnoaanock y 24,18% aeteit 11-16 neT, NpeuMyLLECTBEHHO 32 CYET U3ObITOYHON
maccel Tena (y 10,25%) u HegocTatka maccel Tena (y 9,84%). Oxupenue BbisBneHo y 4,10% LUKONbHUKOB. Hu3kas macca Tena, n3bbITo4Has Macca Tena
1 0XMPEeHWe 0TMeYanuch NPeuMyLLECTBEHHO Y AeTer B 11-12 net He3asucumo 0T nona. Y manbyukos Bo3pact oT 14 [0 16 NneT Takxe xapakrepusyercs
YBENMYEHNEM YICNA NNL, C M3BLITOYHON Maccoii Tena n oxupeHnem. B uenom 58,3+2,9% LIKONbHUKOB UMENN HU3KYI (OU3NYECKYI0 aKTUBHOCTb B T€YEHMe
Hepenu. 3a nepuog ot 11 go 17 net (1.e. ¢ 5 no 11 knacc) ¢ 45% no 88% Bo3pacTaeT 4NCNO Manb4YMKOB 1 A€BOYEK C runoguHammen. Huskas usunyeckas
AKTUBHOCTb COMPOBOXKAANACh CHWXEHWEM TONMEPAHTHOCTW K (DU3NYECKON HArpyske Y [eTeil C pasHbiM YpPOBHEM (DU3MYECKOro pasBuTusi. BOMbLINHCTBO
Marnb4yuKoB WMENN YLOBNETBOPUTENbHbIE afanTaLUMOHHbIE BO3MOXHOCTU cepaua. CHDKEHWe TONepaHTHOCTU K (hU3UYECKUM Harpy3kam Habmiofanoch
y 20,83% Manb41KoB ¢ N36bITOYHON MACCoil Tena u'y 28,57% C rapMoHU4HbIM (h1U314eckum pa3sutuem. Cpeam AeBOYEK HU3KYIO TONEPAHTHOCTb K (OU3MYECKOi
Harpy3ke umenu 53,85% ¢ n36bITo4HON 1 42,37% C HOpManbHON Maccoii Tena. [euunt maccl Tena y LWKOMbHUKOB TaKXKe 4acTO CONPOBOXAANCA CHUKEHNEM
afjanTauMOoHHbIX BOSMOXHOCTEN: 57,14% manb4nkos 1 54,55% [eBOYEK C HU3KOW MacCoM Tena UMeNnn CHINKEHHYIO TONEPAHTHOCTb K (DU3NYECKON Harpyske.
HeynoBneTBopuTenbHbIe pesynbratbl Npobbl Pydbe B 89% cny4aeB 4eMOHCTPUPOBANN AETW C HUSKON (PU3NYECKON aKTUBHOCTBIO.

BbiBoabl. ®usnyeckas akTUBHOCTb U (PU3MHECKOe Pa3BUTME AeTell BAMAKOT HA ajanTauMOHHble BO3MOXHOCTM PacTyLLero opraHuama. [loctatovHas
(husnyeckas akTMBHOCTb MOAAEPXKMBAET YAOBNETBOPUTESNbHbIE NapamMeTpbl afanTaluNoHHbIX BOSMOXHOCTEA, 4TO HA6/0[anoch y 60MbLIMHCTBA Mab4y1KOB
C M36bITOYHOM Maccom Tena.

iccnenoBaHune 6b110 BbINOAHEHO B COOTBETCTBIM C NPUHUMNAaMN XenbCUHCKOI [leknapauuu. MpoTokon ncenenoBaqus 6bi1 0A06peH JTokanbHbIM 3TUYECKIUM
KomuteTom (JT9K) BCex ydacTBylOLWMX y4pexaeHnid. Ha npoBeAeHne 1ccneaoBaHuin 66110 noay4eHo MHAOPMIUPOBAHHOE COrnacue poauTeneid aeten (uim
VX OMEKYHOB).

ABTOPbI 3a7BNAKOT 06 OTCYTCTBUN KOH(INKTA MHTEPECOB.

Kntoyesble cnosa: puanyeckas akTMBHOCTb, (PU3NYECKOE Pa3BUTUE, AETU, NOAPOCTKM, TONEPAHTHOCTb K (DU3NYECKOI Harpy3ke.

Physical activity and physical development of school age children

L. Rak'?, K.V. Shtrakh’

'Sl «Institute for Children and Adolescents Health Care at the National Academy of Medical Sciences of Ukraine», Kharkiv, Ukraine
2V.N. Karazin Kharkiv National University, Ukraine

The aim of the research: to study physical activity of school age children and its influence on their physical development and adaptive possibilities
of the cardiovascular system.

Materials and methods. 290 children in age 10-17 were examined: pupils of 5-11th classes of two schools in Kharkiv. There were 141 boys and 149 girls.
Anthropometry was carried out, physical activity was studied using the questionnaire of PAQ-C (The Physical Activity Questionnaire for Children), physical
activity tolerance was assessed using the Ruffie's test.

Results. It has been established that dysgarmonic physical development was observed in 24.18% of children 11-16 years old, mainly due to excessive body
weight (10.25%) and body weight deficiency (9.84%). Obesity was found in 4.10% of children. Low body weight, excessive body weight and obesity were
observed predominantly in children 11-12 years old, regardless of sex. Boys aged 14 to 16 years are also characterized by increased number of patients with
excessive body weight and obesity.

In general, 58.3+2.9% of children had low physical activity during the week. Between the ages of 11 and 17 (from 5 to 11 class), from 45% to 88%,
the number of boys and girls with hypodynamia increases. Low physical activity was accompanied by decreased tolerance to physical activity in children with
different levels of physical development. At the same time, the highest correlation coefficient was observed in children with low body weight (r=-0.659; p<0.02).
Most boys had satisfactory adaptive capabilities of the heart. Reduced tolerance to physical activity was observed in 20.83% of boys with excessive body
weight, as well as in 28.57% with harmonious physical development. Among girls, 53.85% with overweight and 42.37% with normal body weight had low tol-
erance to physical activity. Children's body weight deficiency was also often accompanied by a reduction in adaptive capacity: 57.14% of boys and 54.55%
of girls with low body weight had lower tolerance to physical activity. Unsatisfactory results of the Ruffie’s test in 89% of cases were shown by children
with low physical activity.

Conclusion. Physical activity and physical development of children affect the adaptive capacity of the growing organism. Adequate physical activity supports
satisfactory adaptive capacity parameters, which was observed in most overweight boys.

The research was carried out in accordance with the principles of the Helsinki Declaration. The study protocol was approved by the Local Ethics Committee
(LEC) of all institutions.
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®diznyHa aKTUBHICTb Ta Pi3UYHNIA PO3BUTOK AiTEMN LIKiNIbHOro BiKy

J11. Pak™, K.B. LliTpax*

'OV «IHCTUTYT OXOPOHW 310p0B'a AiTe Ta nignitkis HAMH Ykpaiu», M. Xapkis, YkpaiHa

“XapKiBCbKWii HaUioHanbHWI yHiBepcuTeT imeHi B.H. KapasiHa, Ykpaina

MeTa: BUB4NTN (hi3NYHY aKTUBHICTb AiTel LWKINbHOrO Biky Ta ii BNANB Ha iXHill (Di3N4HMIA PO3BUTOK Ta afanTauifiHi MOXXAMBOCTI CepLEBO-CYANHHOI CUCTEMU.
Marepianu i metogu. O6¢TexeHo 290 giteit Bikom 10-17 pokiB — y4HiB 5-11-x Knacis ABox wkin m. Xapkosa. Xnon4ukis 6yno 141, pigyatok —
149. MpoBoAUNINCE aHTPOMOMETPIS, BUBYEHHS (i3N4HOT aKTUBHOCTI 38 JONOMOr0t0 aHkeTyBaHHS MAO®A, OLiHKa TONEPaHTHOCTI A0 (Di3NYHOr0 HaBAHTXKEHHSA
3a npo6oto Pyd'e.
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PesynbTaTu. BCTaHOBNEHO AMCrapMOHIiHUIA (PisuyHniA po3suTok y 24,18% piten 11-16 pokis, nepeBaxHO 3a paxyHok HagmipHoi Baru (y 10,25%)
i HegocTaTHboi Macy Tina (y 9,84%). OxupiHHa BussneHo y 4,10% wkonspis. HefoctatHa mMaca Tina, HaAMipHa Bara Ta 0XWPIHHA Bif3HA4anuncs nepeBaxHo
y pitein y 11-12 pokis He3anexHo Big ctarti. Y xnon4ukis Bikom Big 14 4o 16 pokis TakoX CnocTepiraeTbea 36iNbLUEHHA YiUCna 0Ci6 3 HALMIPHOI0 MACOH Tina
Ta OXMPIHHAM. Y uinomy 58,3+2,9% LKONAPiB Manu HU3bKY (i3n4HY aKTUBHICTb NPOTArOM TWxHA. 3a nepiog Big 11 fo 17 pokis (10670 3 5 no 11 knac)
3 45% [0 88% 3pocTae Yncno XNONYMKIB i [iBYATOK 3 rinoAuHamieo. Hu3bka hisu4yHa akTUBHICTL CYNPOBOLKYBANACA 3HWXEHHAM TONEPaHTHOCTI 0
(Di3MYHOr0 HAaBAHTAXEHHA Y AiTeil 3 Pi3HUM PiBHEM (DI3UYHOTO PO3BUTKY.

BinbLUicTb XNONYMKiB Manu 3af0BiNbHI afanTaliiiHi MOXIUBOCTI Cepusi. 3HUKEHHS TONEPaHTHOCTI A0 (i3U4HWUX HaBaHTaXeHb cnoctepiranocs y 20,83%
XJIOMYMKIB 3 HAAMIPHOK Barot Ta'y 28,57% 3 rapMoHiiiHum hisnyHum po3BuTkom. Cepesl AiB4aTOK HU3bKY TONEPAHTHICTb 10 (DI3UYHOr0 HABAHTAXEHHS Mani
53,85% 3 HagMipHoto Ta 42,37% 3 HOpMaNbHOK Macoto Tina. [edyiunt mMacy Tina y WKONAPIB TaKoX 4acTO CYnpOBOKYBABCA SHWKEHHAM afanTaliiiHux
MOXnuBocTen: 57,14% xnon4nkis i 54,55% [iB4aTOK 3 HU3bKOKO MACOK TiNa Manu 3HKEHY TONEPAHTHICTb 40 (PISUMHOT0 HaBaHTXeHHA. He3anoBinbHi
pesynbrati npobn Pydh'e y 89% BUNaakis AeMOHCTPYBanN AiTM 3 HU3bKOK (Di3NYHOK aKTUBHICTIO.

BucHoBku. ®iznyHa akTUBHICTb i (DISUHHWA PO3BWUTOK AiTEN BNAMBAKOTHL HA afanTauiiiHi MOXMNBOCTI OpraHismy, Lo pocTe. [ocTaTHA (hisnyHa aKTUBHICTb
NiATPUMYE 3a[0BiNbHI NapaMmeTpy afanTaliiHux MOXXAMBOCTEN, L0 CNOCTepiranocs y 6inbWwocTi XN0N4MKiB 3 HaAMIPHOK MacoH Tina.

[locniixxeHHs BUKOHaHI BifN0BIAHO A0 NpuHLMNiB MenbciHcbkoi [eknapadii. [poTokon focnimKeHHs yxBaneHui JlokanbHUM eTuyHum Komitetom (J1EK) yeix

3a3Ha4eHunx y po6oTi ycTaHoB. Ha npoBefeHHs JOCNiMKeHb 6YN0 0TPUMAHO NOiH(OPMOBaHY 3rofly 6aTbKiB fiTei (260 iXHiX OMiKyHIB).

ABTOpM 3251BNIAOTb NPO BIACYTHICTb KOH(AIKTY iIHTEPECIB.

KnioyoBi cnoBa: (hisnyHa akTUBHICTb, Pi3N4HUIA PO3BUTOK, AITH, NIANITKK, TONEPAHTHICTb [0 (Di3NYHOI0 HaBAHTAXKEHHS.

BBenenue

o ganabiM BOJ3, xponuueckune HenHpek-
HHI/IOHHbIe 3a00JIeBaHUS B TIOCJIE/IHUE TOJIbI
MMEIOT 3MUAEMUYECKIi XapaKTep pacipocTpa-
HEHUSI BO BCEM MUPE U SIBJSIOTCS OCHOBHOI
NPUYUHOI TTOTEPU TPYAOCHOCOOHOCTU B aKTHBHOM
BO3pacTe U TpekaeBpeMeHHoi cmeptu [5,15]. He-
CMOTPsI Ha OTKPBITHS U YCIIEXU COBPEMEHHOI Me/IH-
IIMHBI, TIATOJIOTHST CEP/IIIA, CAXaPHBIN rabeT, TUIep-
TOHWYECKast 0OJIE3HD, aTEPOCKIIEPO3, OKMPEHUE,
MeTabOJIMUEeCKHiT CUHIPOM U [IP. COCTOSIHUS TIPO-
JOJKAIOT — PACTIPOCTPAHSITBCS  «CEMUMUJIbHBIMU
HIaraMu» 1 «OMOJIAKUBATBCS», TOPaXKasi ¥ JIETCKOe
HacesileHre. B To jke BpeMs HAy4HO JIOKa3aHO, YTO
npenoTBpaTuTh 10 80% CiydaeB BbINIEYKA3aHHBIX
3a00JIeBaHUI TIOMOTYT He IOPOTHe JIEKAPCTBA,  IPO-
(dbumakTuueckue MeponpusITHs, HalpaBJeHHbIE Ha
TIOIYJISIPU3ATINIO 37I0POBOTO 00PA3a JKU3HK 1 N3MeHe-
HUe caMiM GOJIBHBIM CBOETO 00pasa jKusHi. B kpyry
M3BECTHBIX (DAKTOPOB PHCKA, ACCOIMUPYIONINXCS C
BO3HUKHOBEHHEM BBITIIEHA3BAHHBIX OOJIE3HEl, HapsITy
¢ yrorpebieHreM Tabaka, aaKOTOJisl, HE30POBBIM
rmTanueM, 3HaunTces u runoguHamus [1,8]. B 2018 1.
ony6rkoBan [moGanbHbIil 1iaH geficteuii BO3
10 TIOBBINEHUIO YPOBHS (DU3NYECKON aKTHUBHOCTH
Ha 2018-2030 rr. (Submission to the World Health
Organization (WHO) on the Draft WHO Global
Action Plan on Physical Activity 2018-2030) [3,14],
B KOTOPOM TIOTYEPKUBACTCST BAKHOCTD /IOCTATOYHOM
(busrUeCKoli aKTMBHOCTH JIJI YeJIOBEKa:

e «Hemocrarounast ¢usnyeckass akKTUBHOCTb
SBJISETCS OJIHUM M3 OCHOBHBIX (DaKTOPOB
pHCKa CMEPTHU B MUPE.

e Henocrarounas ¢usndeckas aKTHBHOCTH
SIBJISIETCST OJIHUM M3 OCHOBHBIX (haKTOPOB
pUCKa Pa3BUTUsI HEMH(DEKIMOHHBIX 3a00J1e-
Banmit (HU3), Takux kax ceppedno-cocym-
cThie 3a00JIeBaHysl, Pak U Arader.

o Dusnueckas aKTUBHOCTb MMeET Ba’KHbBIE
MPEUMYIIECTBA JIJIST 3[0POBBSI U CIOCOOCTBY -
et npodumakruke HN3.

o Kask/pIif UeTBEPTHII B3POCIBII YeJIOBEK B MUPE
HEJI0CTaTOUYHO aKTUBEH.

o Bosee 80% TOZPOCTKOB BO BCEM MUPE UCTTBIThI-
BAaIOT HEJIOCTATOK (DIM3MYECKON aKTUBHOCTH.

B aToM ke okyMeHTe /114 JleTell ¥ OIPOCTKOB
oT 5 710 17 JIeT ¢ 1esIbIo YKPeTLIeHusl CepP/IedHO-CO-
Cy/INCTON U CKEJIETHO-MBITIIEYHON CUCTEM, CHUKE-
nust pucka HU3 pekomenpyercst ciaeayromuit
peryiaMenT (pu3nIecKux Harpy30K:

e «/letu u mozxpocTKU B Bo3pacte 5—17 ser

JOJIKHBL yIEJATh (PU3NIECKON aKTUBHOCTHU
OT YMEpPEHHON /10 BBICOKOW WHTEHCUBHOCTH
He MeHee 60 MUHYT B JI€Hb.

o Dusuyeckass akKTUBHOCTD TIPOJIOJKUTETHHO-
cTbio Oosice 60 MUHYT B JIeHb NpPUHECET
JIOTIOJIHUTEJIbHYIO TI0JIb3Y UX 3/[0POBbBIO.

e Bosbrrasgs dactb (GU3NIECKON aKTUBHOCTU
JIOJKHA TTPUXOANTHCS Ha a9POOHBIE 3aHSATHSI.

o Dusnveckoil aKTUBHOCTBHIO, HATIPABIEHHON
Ha Pa3BUTHE CKEJICTHO-MBITIIEYHON CUCTEMBI,
cjeyeT 3aHUMATbCS, KaK MUHUMYM, TPHU
pasa B HeJleo».

Wcxonst u3 aTnX pekoMeHAIn, clefyeT, 4To
YPOKOB (DU3KYJIbTYPbl 2—3 pa3a B HeZeJl0 HeJl0CTa-
TOYHO JIJIsI JIETEN MIKOJIbHOTO BO3pacTa, 00peMeHeH-
HBIX OOWJIMEM WHTEJJICKTYaJbHBIX 3aHATHH WU
nndopmaiuu. TpexsieTHee paHAOMU3MPOBAHHOE
UCCJIeZIOBAHUE TI0 ITKOJIBHOM Iporpamme usnde-
ckoro BocrmTanusi nereir 1-5 kiaccoB B IlIBeii-
napuun (2014) mokasano, 4TO €T, UMEIOIne
eKeJTHEBHbIE YPOKU (DUBKYIbTYPbI, OTJINYATUCH
3HAYUTENIBHO JIy9NTUMHU TTOKA3aTeTAIMU CepeuHO-
COCYZIMICTON U JIBIXaTeJIbHOI CUCTEM, UeM Te, Y KOTO-
PBIX GBIJIO TOJIBKO TPU YPOKa B Heeso [6].

B Yxpaume ypoBeHb ABUTATENHHON aKTHUBHO-
CTHU TIOJIPOCTKOB HU3KWUIA, 110 anubiM O.A. Tomen-
ko (2009), oH cocTaBigeT 0KOI0 35% TUTHEHIYe-
cKoit Hopmbr [11].

Uccnenyst nBuUTaTeIbHYI0 aKTUBHOCTH Jle-
teir 7—17 met, V. Kamunmaenko n coasT. (2014)
110Ka3aJin, YTO TPU YPOKa (PUBKYJIbTYPbI B HEJEJIIO
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He BOCIOJIHSIOT JeUIuT (hU3nyeckoil aKTUBHO-
ctu. [lo 14 yacoB B ieHb JI€TU CUIAT — 32 MMapTOH
B IITKOJIE, IOMA 32 YPOKaMH, KOMITBIOTEPOM, TeJie-
borom nsu tenesusopom [4].

Dusnueckass aKTUBHOCTh YeJIOBEKAa pac-
CMaTPUBAETCSA MEAUIMHCKAMU CIICIUATNCTAMHI
C Pa3HbBIX TO3UIUI. ITO OAMH U3 JUATHOCTHYE-
CKUX KPUTEPUEB COCTOSHUS CEP/Ila, Ha OCHOBA-
HUM KOTOPOTO KJIACCUMDUITUPYETCS CTAANS XPOHU-
yeckoll cepneunoii Hemocrarounoctn (NYHA).
C apyroii CTOPOHBI, 9TO COCTABJIAIONIAs OOBIYHOTO
JKUBHEHHOTO yKiaja yeroBeka. CerofHst momdep-
KUBAeTCs, UTO MOJI/ICPKaHNe TTIOCTOSHHOM yMepeH-
HOW (hU3UIECKON aKTUBHOCTH SIBJISIETCS OCHOBOM
NMPOUIAKTUKY BOZHUKHOBEHUSI M IIPOTPECCUPO-
Banusa HI3 B mobom Bospacre [10].

C dusnueckoii aKTUBHOCTHIO, KOTOPYIO /I€TH
peayin3yioT Ha MPOTyJIKaX, Ha ypoKax (pru3andeckoro
BOCIIUTAHUS, B CHOPTUBHBIX WJIA TAHIEBAJIbHBIX
CEKIMSX, HETIOCPEICTBEHHO CBA3aHO WX (pusmde-
cKoe pasBuTHEe. B TO Xe BpemMs MHTEHCHUBHBIE
Harpy3KHU HEPEIKO OKa3bIBAIOT HEOIAronpusaTHOE
BJIMSTHUE HA POCT U TedeHue myOepTaTHOTO TTEPUo-
na. [loaTomy o4eHb BaxkHO /03UpoBaHue pusmnye-
CKHUX HAarpy30K COOTBETCTBEHHO BO3PACTYy U WH/N-
BHUyaJbHBIM OCOOEHHOCTSIM pebeHKa, YTOObI
CIIOPTHBHBIE 3aHATHSA JEHCTBUTEIBHO OBLIN
BO 6J1aro 30pOBbI0 M GJATOTBOPHO BJIMSLIM Kak
Ha ¢uU3NYECKOoe, TaK M ICUXOIMOIIMOHATIbHOE
passutHe [7].

MN3BecTtHo, YTO TOKasaTenn (pU3NIECKOTO
pPasBUTHUs JIeTeil U TOAPOCTKOB OTJUYAIOTCS
B 3aBUCUMOCTU OT KJMMATO-TeorpauuecKkux,
ATHUYECKUX M IKOJOTUUECKUX YCJIOBUHM KUIHU
mozneir [2]. Haspena HeoOXOAUMOCTh HM3YyYHTh
(busndeckoe pasBuTHE COBPEMEHHBIX J€Tel
MITKOJTBHOTO BO3pacTa Hamiero pernona (T. XapbKo-
Ba) U YCTaHOBUTb, CYIIECTBYET JIU B3aMMOCBSI3b
MEXY aIalTallMOHHBIMUA BO3MOXKHOCTSIMH, TTapa-
MeTpaMK (PU3UYECKOTO Pa3BUTHS U YPOBHEM
(buzmueckoit aKTUBHOCTH JAHHOTO KOHTUHTEHTA.

Ilenv mactosmero ucciaeOBaHUS: W3YyUUThH
(busnyeckyro aKTUBHOCTH JIeTel IMKOJBbHOTO BO3-
pacTa u ee BJIUSHUE HA UX (PU3NUYECKOe pa3BUTHE
7 afanTaioHuble BO3MOXKHOCTH CEPIETHO-COCY-
JINCTON CUCTEMBI.

MaTepI/IaJI H METO/IbI HCCJIEA0BAHUA

O6cnenosano 290 pereit 10—17 ser, yueHUKOB
5—11 kmaccoB AByX MIKOJ T. XapbKOBa, Paciio-
JIO)KEHHBIX B Pa3HBIX <«CHAJbHbIX» pailoHaXx.
Bogseuenue mKoJbHUKOB B UCCIEIOBAHUE TTPOBO-
IWJIOCh B COOTBETCTBUM C  MPUHITUIIAMHU
XesbcUHKCKOUN Jlekmapaiuu o mpaBax 4desioBeKa

u Kousenrun Coseta EBporibl 0 mpaBax yesoBeka
u O6uomenunute. Cpean obcsenyembix 6bir 141
Marpuuk n 149 neBouex. VccnenoBamne mpoBoan-
JIOCh B CITIOKOMHON 00CTaHOBKE, B IEPBOIT TIOJIOBH-
He JIHST; HA MOMEHT MCCJIe/IOBAHIS HUKTO U3 JleTel
He TPEIbSABIST HUKAKUX Kajao0; TPU3HAKOB
0CTpOii 3a00JIeBa€EMOCTH HU Y KOTO He ObLIO,
Ha/IM4re XPOHUYECKUX 3a00J1eBaHIil BHYTPEHHUX
opranos jsetu otpunaau. [IpoBoauiace aHTpoO-
MOMETPUS € pacyeToM WHJIEKCAa MacChl TeJsa;
(pusmyeckoe pazBUTHE JleTell OIEHWBAJIOCH IO
MeHTUIbHBIM Tabsuiam [9]. Dusnueckass akTuB-
HOCTb OIlpefiesisiiach € ITOMOIIBIO  AHKETHI
MAO®A [12,13]. AnantaiiuoHHble BO3MOXKHOCTH
CepJleYHO-COCY/IUCTON CUCTEMBI OIlEHUBAJIKICH
HAa OCHOBAHUU OIpe/ieJIeHNUsT TOJIEPAHTHOCTU K
(busmuecKoii Harpyske ¢ MOMOIIbLI0 MPober Pydbe.
[Ipumensiiuch crangapTHbIE MapaMeTpUdecKue 1
HelapamMeTpuyeckue MeTOJ[bI MaTeMaTU4eCcKok
CTATUCTUKU, KOPPEJANNOHHbIN aHann3. [lokasa-
Tesn (PU3NYECKOTro Pa3BUTHUS JIETEH 110 TI0JIy U 110
BO3pacTy B paMkax Bospacta 11-15 seT HOCHIM
HOPMaJIbHBII XapaKTep pacrpeieseHust (COrIacHo
KPUTEPUIO ACUMMETPHUU 1 IKCIIeCCa).

Pe3yJIbTaTbI HCCJIEA0BAHUA U UX O6CY?KZI€HI/IC

Yeranosieno, uto 24,18% MIKOJIbHUKOB IMEIN
JIIUCrapMOHUYHOE (DU3MUYECKOe PasBUTHE 3a CUET
[MOBBINIEHHON WJIM TIOHWKEHHOW Macchl TeJa.
Oskupenue BoisiB/IEHO Y 4,10%, n30bITOUHAs Macca
tena — y 10,25%, nuskas macca tena — y 9,84%.
Cpenu 10- u 17-71€eTHUX MIKOJBHUKOB JIUCTapMO-
HUYHOTO (PU3MYECKOrO Pa3sBUTUSI HE BBISIBJIEHO,
BO3MOJKHO, M3-32 MAJIOYUCAEHHOCTH 3TUX TPYIIIL
Hawubosibliee 4uCI0 AeBOYEK U MAJbYMKOB C HU3-
koit maccoit Tena (8,86% u 13,04%, coorBer-
cTBeHHO) Habmonanoch B 11-12-metHemM Bo3pa-
cte. B TO ke BpeMsi OTMeUaHCh CyNECTBEHHBIE
ITOJIOBBIE OTJIMYMA T10 YaCTOTe N30BITOUHOIN MacCh
TeJla B pasHble BO3pPacTHbie Teproibl. Hanbob-
LIee 4UCJI0 AEBOYEK ¢ M3OBITOYHON Maccoil Tesa
BeIABIeHO cpean 11-12-7meTHNX, OXKUpeHUE
BCTPEYaAoCh B IMHUYHBIX CIYYassX HE3aBUCUMO
ot Bo3pacra (1abu.). Cpet MaTbYUKOB He TOJBKO
B Bo3pacte 11—12 net, Ho 1 B 14—16 J1eT oT™MeTaTOCHh
HauOoJIbllee YUCJIO JIULL ¢ U30BITOYHOH Maccoil
TeJIa U OKUPEHUEM.

Yeranosieno, uto B 1esom 58,3+2,9% mrkosin-
HUKOB MMeJIN HU3KYIO (PU3UYECKYI0 aKTUBHOCTH
B teuenue uexean. Ot 50% mo 88% mesouek
11-17 netr m ot 45% mo 80% MambuYMKOB — WX
CBEPCTHUKOB ObLIM (PUBMUYECKH HEAKTHBHBIMU
(puc. 1, 2). O6paraer Ha cebs BHUMaHUe 3HAYN-
TeJhHOE yBeandenne, B 1,7 pasa, urcia THITOANHA-
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Tabruya 1

YacToTa u306bITOYHOW MACCOI Tesla U 0XXMPEHUS y AeTeil B 3aBUCMMOCTM OT noJsia u Bo3pacTa

Manbuuku (n=130)

Oesouku (n=133)

BO3pacT, OoXupeHue, 130bITOYHAs Macca BO3pacT, OXupeHue, n30bITOYHaAs Macca
net, n abc. (%) Tena, a6e. (%) neT, n abc. (%) Tena, abe. (%)
10, n=4 - - 10, n=4 - -
11, n=20 1(5,0) 2 (10, 11, n=19 1(5,3) 5 (26,3)
12, n=35 2 (5,7) 6 (17,1) 12, n=41 - 3(7,3)
13, n=19 - 13, n=19 1(5,3) 1(5,3)
14, n=20 4 (20,0) 3(15,0) 14, n=17 - 1(5,9)
15, n=18 1(5,6) 2 (11,1) 15, n=13 - -
16, n=10 - 3(30,0) 16, n=9 1(11,1) -
17, n=4 - - 17, n=11 - -

MUYHBIX /IEBOYEK B Bo3pacTe 14 jieT 1o cpaBHEHUTIO
¢ 11-neraumu. K okomnuanuio mkosasr 80% meBo-
YyeK ocraioTcs ¢pusndecku HeaKTUBHbIMU. Cpean
MaTBIUKOB YUCJIO (pr3NIecKn HEaKTUBHBIX B 1,8
pasa BospacraeT K 13 rojam, yMeHbIIAETCST CPen
14-7eTHUX W CHOBA YBEJUYUBAETCS B TPYIIIe
16-1eTHUX TTOIPOCTKOB.

C ypoBHeM (pU3UUECKON aKTUBHOCTU CBSI3aHbBI
aJlanTalluOHHbIe BO3MOKHOCTH opranusma. Ilo
HalIM JIAHHBIM, TOJIEPAHTHOCTh K (DU3NIECKUM
Harpy3kam KOppeJISiIUOHHO He 3aBUCesa OT mapa-
METPOB (PUBMUECKOTO PABBUTUS MTKOJIBHUKOB, HO
uMesa 00OpaTHO MPOIOPIHUOHAIBHYIO CBSI3b
¢ GU3NUECKOiT aKTUBHOCTHIO.

[Tokazarenp unmexca Pydne mmen orpwuiia-
TEJIbHYIO KOPPEJISIIIUOHHYIO B3aUMOCBSI3b C YPOB-
HeM (DU3NYECKOW aKTUBHOCTU Y JIeTell ¢ HUBKOM
Mmaccoii tena (r=-0,659; p<0,02) u ¢ u30BITOYHOI
Maccoit tena (r=-0,403; p<0,05), oTpaskast To, 4TO
HU3Kas (pu3nUeckas akTUBHOCTD COTTPOBOK/IAETCS
CHUKEHWEM TOJIEPAHTHOCTH K (HU3WIECKOU
Harpyske. Y JieTeil ¢ TApMOHUYHBIM (DU3UIECKUM

pasBUTHEM 3Ta KOPPEJAIMOHHASA CBA3b OblIa He-
cKoJbKO MeHee 3Haumma (r=-0,248; p<0,002).
[Tpu arom Ttoabko 20,83%£8,29% MaibunukoB ¢
M30BITOUHOI MacCO Tejla MMeJIN CHIKEHUE aall-
TAIMOHHBIX BO3MOKHOCTEH, Kak u 28,57+4,41%
MaJIbUYMKOB C HOPMAJIbHBIMU IIapaMeTpaMu (husu-
YeCKOTO Pa3BUTHUA. ITO CBSA3aHO, OUYEBUIHO,
C UX JIOCTaTOYHOU (hU3UUECKON AaKTUBHOCTHIO U
TPEHUPOBAHHOCTHIO: TPeTh (36,84+11,07%) Masib-
YUKOB ¢ M30BITOYHOI MacCOil 3aHUMAJIICh B CIIOP-
TUBHBIX CEKIIUSAX B cpejiHeM 3,4 paza B HeEJo,
a 52,63+11,45% exexnesHo OoJjiee yaca coBepiia-
JIA TIEITHE TIPOTYJIKH TTOMHUMO PETYJISIPHBIX, TPHU
pasa B Hejlesio, YPOKOB (GuskyabTypbl. Cpemau
JIBOYEK BBLIABJICHO 3HAYUTENBHO OOJIBIIE MMEIO-
IMUX HU3KYI0 TOJEPAHTHOCTh K (PU3NIECKOH
narpyske: 53,85+13,83% meBouek ¢ n3OBITOUHOI
Maccoit tena u 42,37+4,55% ¢ HOPMAaJbHOIL.
JleduruT Macchl Tesra TakKe COMTPOBOKIATICS CHU-
SKeHMEeM  aallTallUOHHBIX BO3MOYKHOCTEH, 4TO
KoHCTaTHpoBaHo y 57,14+13,73% ManbumKoB
n 54,55+15,75% neBoyek ¢ HU3KOI Maccoil TeJia.
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Puc. 2. YpoBeHb (DU3N4ECKON aKTUBHOCTM Masib4MKOB B
3aBUCKUMOCTM OT BO3pacTa
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[Tpu anasmse mokasareseil mpober Pydbe ycrano-
BJIEHO, UTO HEY/OBJETBOPUTEJbHBIE PE3YJIbTATHI
B 88,89£11,11% ciydaeB [1eMOHCTPUPOBAJIN
(buzuueckn HeakTuBHBIE JeTU. B Tpyrme aereit
cO cabbIMK pe3yJibTaTaMU TaKMX OKa3ajoCh JBE
tpern (66,67+7,86%).

Takum 06pa3om, OOJBIIMHCTBO COBPEMEHHBIX
NeTeill K TMOCJAeHUM KJIAaccaM IITKOJbI XapakTe-
pU3YIOTCS HU3KOW (PU3NYECKON aKTHUBHOCTBHIO,
KOTOpas, Kak W [UCTapMOHWYHOE (usndeckoe
Pa3BUTHE, YACTO COTPOBOXK/IAETCS CHUKEHUEM
TOJIEPAHTHOCTH K (hU3NUeCcKOi Harpy3ke. B To xe
BpeMs JlocTaroyHas (uanueckas aKTUBHOCTH
MOJIZIEPKUBAET  YIOBJETBOPUTEbHBIE —TTapa-
METPBI QJANTAIlMOHHBIX BO3MOKHOCTEH, UYTO
Habsrogaercs y  OOJNBIHIMHCTBA MaJb4MKOB
¢ n30BITOYHON Maccoi Tera. Heo6XoamMbiM KOM-
MOHEHTOM COXPAHEHUST 3J0POBbS SBJSETCS
MoBbIlIeHNe (HU3NUIECKON aKTUBHOCTH JleTel
cTapiiell TIKOJBI, a B Peajnusaliuil 3TOU 3a7adm
OYeHb BaKHO OIIPEAETUTh 00beM U PesKUM (PU3H-
YeCKUX HATPY30K JIJIST JIETel U MOJPOCTKOB C yue-
TOM YPOBHS MX (PU3UIECKOTO PA3BUTHSI.

BoiBoapl

1. JIlucrapmonmuHoe (hu3mveckoe pa3BUTHE
Habsonaercst y 24,18% nmereit 10—17 ner, npen-
MYIIIECTBEHHO 3a cYeT W30BITOYHON Macchl Teja
(y 10,25%) u nemocratka macesl tena (y 9,84%).
Osxupenue BoisiBIeHO Y 4,10% MIKOJTBHUKOB.

2. Kak Hmu3kas macca Tesa, Tak U U30bITOYHAS,
U OXXMpeHue HabJI0AA0TCs TPEUMYIECTBEHHO
y nereti B 11-12 met. Cpenn MajbunKOB TaKiKe
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YBAT' A! BAJKJINBA IHOOPMAITIA!

3Minn B 0opopMIIeHHI CIUCKY JIiTEpaTypH

Iepmuit (ocHOBHMIA) BapiaHT HABOAUTLCS OJPA3y MICJsI TEKCTY CTATTI, JUKepeJia MOAAI0ThCs B anbaBiTHOMY MOPSIKY.
Crncok JiitepaTypu HaBOAUTLCS JaTUHUIEIO. [5Kepesia YKPaiHChKOIO Ta POCICHKOI0 MOBAMH HABOJATLCA Y IIE€PEKJIAll HA
AHTJIIICBbKY MOBY, ajie TaK, K BOHH ITOKa3aHi Ta PEECTPYIOThCA HA AHTJTICHKUX CTOPIHKAX CAlTIB KypHAJIB. SIKIIO mKepenro
He Ma€ aHajora Ha3BM Ha aHIJIIHCHKIH MOBI — BOHO HABOJUTHCS y TpaHciiTepaiii. Take oopMienHs crmcky Jitepatypu
HeoOXIIHe 715 aHaIi3y CTaTTi Ta MOCKUJIaHb Ha aBTOPIB y MIZKHAPOAHNX HAYKOMETPUYHUX Ga3ax JaHux, MiABUIIEHHS IHIEKCY
IIUTYBaHH: aBTOPIB.

Jpyruii BapiaHT TIOBTOPIOE TEPIINi, aje JpKepesa YKPAiHChKOIO Ta POCIHCHKOI0 MOBAMU MOAAIOTHCS B OPUTIHAIBHIT
dopwmi. Ileit BapianT HeOOXiAHWIN 75T OPOPMIICHHST €JIEKTPOHHIX BEPCill JKypPHAIY Ha YKPaiHChKiil i pociiichkiil cTopiHKax,
IUTOBAHOCTI y KNPUJIIYHUX HAYKOMETPUYHNX Oaszax.

THpuxnaou opopmaenns oxncepen rimepamypu
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H.I'. MatparyHa, J1.U. Bukup-Txopsik, C.B. Koxokapb

BnnsaHue noeeaeH4Yeckux pakTopoB pUcka Ha
pa3BuTUE apTepuasibHOU rMNepTeH3nn y geten

Hay4yHo-nccneposartensckuii HctutyT Kapaunonorum Pecnybnukm Mongosa, r. KuwivHes
Modern pediatrics. Ukraine. 2019.5(101):49-56; doi 10.15574/SP.2019.101.49

For citation: Matraguna N, Bichir-Thoreac L, Cojocari S. (2019). Contribution of behavioral risk factors in the implementation of arterial hypertension
in children. Modern Pediatrics.Ukraine. 5(101): 49-56. doi 10.15574/SP.2019.101.49

3Ha4NTeNbHYI0 PONb B Pa3BUTUM NEPBUYHOI apTepuanbHoi runepteHsuun (Al) y AeTeil UrpatoT nosefeHYeckne (akTopbl PUCKa, Takne Kak HenpasuibHOE
NUTaHWe, TUNOSMHAMUA W OXWPeHWe. B nocnegHue rofbl pas3BUTMIO LaHHOW NATONOMMN HEPeaKo CnocO6CTBYIOT Apyrue (PakTopbl, XapakTepHble
A9 B3POCNOr0 HacemneHus, 3 KOTOPbIX MOXHO BbIENNTb XPOHUYECKNIA CTPECC, YNOTPEBIEHNe ankorons u TabakokypeHue.

Llenb: onpenenuts BANSHWE NOBEAEHYECKNX (DAKTOPOB pucka Ha pas3suTue Al y ieTeil ¢ pas3nnyHoil Maccoil Tena.

Marepuanb! u MeTofbl. B nccnefosanne 6binn BktoYeHbl 115 feteit ¢ Al B Bospacte 1018 net, pasaeneHHble Ha TpW rpynnbl B COOTBETCTBUM C UHAEKCOM
maccol Tena: | rpynna — 35 geteit ¢ Al 1 HopmanbHbIM Becom, Il rpynna — 36 feteit ¢ Al n u36bITo4HO Macco Tena u Il rpynna — 44 pe6enka ¢ Al
1 0XupeHnem. G Lenblo BbIABIEHUA 00pa3a XMU3HU, KYNbTYPbl MUTaHWS, XPOHUYECKOrO CTPECCa, CEMENHbIX BPEAHbIX NPUBbIYEK OblN UCMOMb30BaH METOS
AHKETUPOBAHNA.

PesynbTatbl. BONbLINHCTBO AeTeld ¢ AT, N36bITOYHOR MACCOI Tefla 1 OXXMPEHWEM BeAyT ManonofBUXHbIA 06pa3 XU3HU W HecHanaHCMpPOBAHO NUTAKOTCS,
ynoTpeénsas B N30bITKE XMPHYIO NULLY, NErko yCBavuBaeMble YrneBofbl U COflb.

BbiBoAbl. [TpucTanbHOe BHUMaHME K KaTeropui AeTeil ¢ BbICOKUM PUCKOM pa3BuTtus Al 1 0XXUPEHNeM, ycTpaHeHne NoBeAeHYeCcKIX (hakTOpOB PUCKa, a Takke
noajepxaxue 340p0BOro 06pasa XM3HU, NPaBULHOMO NUTAHUA U 3aHATUI CNOPTOM BYAYT CNOCO6CTBOBATb KA4ECTBEHHON NPOGUNAKTIKE AAHOI KaTeropum
320071€BaHNI.

ccnenoBanne 6b110 BbINOMHEHO B COOTBETCTBUN C NPUHLMNAMK XeNnbCUHKCKOI [leknapauun. MpoTokon uccnefosanus 611 0f06peH JI0KanbHbIM 3TU4eCKUM
komuteTom (J13K) yupexaenns. Ha npoBeaeHne uccnefoBanmii 66110 Noay4eHO MHGOPMUPOBAHHOE COrMacue poauTeneii AeTeii (Man UX ONeKyHOB).
ABTOPbI 3a7BNAKOT 06 OTCYTCTBUN KOH(IMKTA MHTEPECOB.

KnioueBble cnoBa: noseaeH4eckme HakTopbl pUcKa, 46T, apTepuarnbHas rnnepTeH3ns.

Contribution of behavioral risk factors

in the implementation of arterial hypertension in children
Nelea Matraguna, Lilia Bichir-Thoreac, Svetlana Cojocari

Cardiological Institute, Chisinau, Republic of Moldova

Unhealthy diet, hypodynamia and obesity have contributed to increasing the prevalence of essential HT in children. Chronic stress, alcohol and long-term
smoking have been attributed only to the adult's pathologies, but lately there is a growing concern regarding the increasing exposure of the pediatric popula-
tion to these factors.

Purpose: Estimation of behavioral risk factors impact in reaching high blood pressure in children.

Materials and Methods. The study included 115 hypertensive children between 10 and 18 years. Depending on their BMI, three research groups were created:
group | — 35 normal weight hypertensive children (HT, NW), group Il — 36 overweight hypertensive children (HT, OW) and group Il — 44 obese hyperten-
sive children (HT, OB). A list of specific aspects were analyzed: family and child adverses, family nutrition culture, sedentarism level, and the influence of chron-
ic family and social stress, according to a survey specially elaborated.

Results. Most hypertensive children from the research, from the overweight and obese category, have a sedentary lifestyle and unbalanced diet. In these
families the fatty foods are mainly consumed, as well as carbohydrates easily digestible with a high glycemic index and they also use salt in excess.
Conclusion. Behavioral risk factors can be influenced (removed or at least diminished) by a responsible attitude, which should be directed to the pediatric
population that faces an increasing risk, and also is the most receptive to prevention measures that address a healthy lifestyle, with proper nutrition and sport.
The research was carried out in accordance with the principles of the Helsinki Declaration. The study protocol was approved by the Local Ethics Committee
(LEC) of an institution.

No conflict of interest was declared by the authors.

Keywords: behavioral risk factors, arterial hypertension, children.

Bnnave noBeAiHKOBMX YUHHUKIB PU3UNKY HA PO3BUTOK apTepiasibHOI rinepTeHsii y aiten
HI. Metperyne, J11. buknp-Txopsk, C.B. Koxokapb
HaykoBo-gocnigHui IncTutyT Kapgionorii Pecny6nikn Mongosa, M. KuwinHis

3HayHy ponb Yy pO3BMTKY MepBUHHOI apTepianbHoi rinepTeHsii (Al) y AiTeidl rpaiTb NOBEAIHKOBI YMHHWUKWM PU3NKY, Taki K HenpaBuUfibHE Xap4yBaHHS,
rinoAnHamis Ta 0XXKMpiHHA. OCTaHHIMM POKaMK PO3BUTKY LAHOT NATONOrii HEPIAKO CNPUSAIOT iHLI YUHHUKW, NPUTaMaHHi JOPOCIOMY HACENIEHHIO, 3 AKUX MOXHA
BUAINUTY XPOHIYHNIA CTPEC, BXXUBAHHS NKOrON0 Ta THOTIOHOKYPIHHS.

MeTa: BU3Ha4MTh BNANB NOBELIHKOBUX YNHHUKIB PU3NKY HA PO3BUTOK Al y AiTeil 3 Pi3HO MACO Tina.

Marepianu i meTopu. Y gocnimxeHHs 6ynu Bkntodeni 115 giteit 3 AT gikom 10-18 pokis, po3noaineHi Ha Tpu rpynu 3a inaekcom macw Tina: | rpyna — 35 pitent
3 Al i HopmanbHoto Baroto, Il rpyna — 36 giteit 3 Al Ta HagmipHoto macoto Tina i Ill rpyna — 44 gutunn 3 Al Ta OXKMPIHHAM. 3 METOH BUSIBNIEHHS CNOCO6Y
XKUTTS, KYNBTYPU XapyyBaHH:, XPOHIYHOrO CTPECY, CiMeNHUX LUKIAMBIX 3BUHOK OYN0 3aCTOCOBAHO METOZ aHKETYBaHHS.

PesynbTath. binbLwicts fiteit 3 Al, HAAMIPHOK MACOH0 Tina Ta OXMPIHHAM BEAYTb MANOPYX/MBUIA CMOCIO XMUTTS Ta HECOANAHCOBAHO Xap4yHOTbCH, BXXIBAKOTH
HaAMIpPHY KinbKiCTb XUPHOI DXi, N1erko3acBolBaHUX BYrneBogis Ta coni.

BucHoBKu. MunbHa ysara A0 Kateropii 4iTel 3 BUCOKUM PU3UKOM PO3BUTKY Al Ta OXKUPIHHAM, YCYHEHHS NOBEAIHKOBUX YUHHIKIB PU3UKY, a TAKOXKE MiATPUMKA
3[10pP0OBOr0 CNOCOBY XNUTTA, NPABUILHOIO XapyyBaHHA Ta 3aHATb CMOPTOM CPUATUMYTb AKICHIA NPOMINakTULi AaHOi KaTeropii 3aXxBoptoBaHb.

[locnimKeHHs BUKOHaHI BiANOBIAHO A0 NpuHUMNiB TenbCiHebkoi [eknapauii. NpoTOKON AOCAIMKEHHS yXBaneHWA JIOKaNbHUM ETUHHUM KOMITETOM
(NEK) ycTaHoBu. Ha npoBefieHHs JOCNiMKeHb 6YNn0 0TpUMaHO NoiH(OpMoBaHy 3rofly 6aTbKiB fiTei (260 iXHiX OMiKyHiB).

ABTOpPU 32BNSAKOTL NP0 BiACYTHICTb KOHTIKTY iHTEPECIB.

Knto4oBi cnoBa: noBeiHKOBI YHHWKN PU3KKY, LiTW, apTepiaibHa rinepTeHsis.
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BBenenue
a (gopMupoBaHue apTepUAJbHON TUTIEP-

HTBHSI/II/I (AT) y neteit BIUAIOT pa3andyHbie
(bakTOpBI pUCKa, cpeu KOTOPBIX JI0Ka3aHa POJib
n30BITOUHOTO Beca U oxupenus. CoriacHo
TOCJIEZTHUM HAYYHBIM HCCJIE0BAHISIM, OKOJIO 50 MJTH
JeBOYEK U 74 MJIH MaJIbuMKOB BO BCEM MUpeE
cTpazaioT oxupeHneM, a 213 MJIH 1eTell MMeoT
n30bITouHbIN Bec [14]. Takke ogHON U3 BasKHEl-
mux npobjaeM cpein jAeTeil BO BCeX pPermoHax
MUpa SIBJSETCS HejocTaToyHas Quandeckas
aktTuBHOCTH. OKO0 81% mMeTelt Bo BceM Mupe He
BBITIOJIHSIOT PEKOMeH Iainu BcemupHoii opranu-
3anuu 3apaBooxpanenuss (BO3) o exemneBHOM
60-MuHyTHOI (usndeckoit akTuBHOCTH [23].
TnoauHaMuss  gBjseTcs HeOJIarompusATHBIM
yCJIOBHEM Pa3BUTHSA (DYHKIMOHATbHO-MeTab0-
Janyecknx 2(POEKTOB KaTeXO0JaMHUHOB, 4YTO
MPUBOJUT K CYXKEHUIO COCYAMCTOrO TIPOCBETA,
arperanuy TPOMOOITUTOB M YBEJIUYEHUIO MUHYT-
Horo obbema [12].

UccnenoBanus mocjeHUX JIeT JIOKAa3bIBAIOT
BJIMSTHUE TICHUX03MOI[MOHAJILHOTO CTpecca B CTa-
nossienun Al. B pesysbrare 10JrOBpeMEHHOTO
cTpecca TOJIaBJISIETCSI CUMIIATUKO-aJIpeHepTuye-
CKasl U AHJOKPUHHASI CUCTEMbI, YTO IIOCTENEHHO
dbopmupyer  OJaronpusTHbBIE  YCAOBHSA IS
passutusa Al. Hampskenme amanmTalimoHHBIX
MEXaHU3MOB, CBSI3aHHBIX C HEHPOTYMOpaJbHBIMU
M3MEHEHUSAMU W BBICOKON 4acTOTON MUCHYHKITHU
BETEeTATUBHON HEPBHON CUCTEMBI, STBJISIETCS OXHOM
13 OCHOBHBIX [aTOT€HETUYECKUX COCTABJISIIOIINX
MOBBINIEHUST aPTEPUATILHOTO JlaByieHus [5].

YrorpebiieHre anKorojsi U KypeHue I0JIroe
BPEMSI CUMTAJUCHh <«B3POCJbIMU» (aKToOpamMu
PHCKA, OJIHAKO TIOCJIE/IHIE UCCIIe/JOBAHUST MTOJITBED-
JKAAIOT yBeJMYeHUe BPEAHbBIX IPUBBIYEK CPean
JeTel, 4To BBI3BbIBAET OecriokoiicTBO. CoracHo
MIPOBEJIEHHBIM HCCJIEIOBAHUSM, PACIPOCTPaHEH-
HOCTb TOTPeOJIEHUST aIKOTOJISI CPeId JIAI[ B BO3-
pacte 15—19 et Boimie B JlaTnHCKO# AMeprKe 1 Ha
Kapubckux octpoBax, rie TOTPeOJISTIOT aKOToJb
55% MambunKoB 1 38% JeBOYEK, a TAaK/Ke B CTpaHax
Bocrtounoii EBporibl, T/le JAaHHBI IMOKa3aTesb
cocraBusi 69% 1 49% coorBercTBenHO [2]. 3710y110-
TpebJIeHNe aJIKOTOJIEM YBEJNYNBAET PHUCK Pa3BH-
TUST WHCYJIbTA, KADAUOMHUOTIATUH U/NJIU aDUTMUM.
XpoHnyeckuil M30BITOK aIKOTOJIsI CIIOCOOCTBYET
YBEJIMYEHUIO apTEPUAJbHOTO JAaBJEHUS IyTEM
aKTUBAIUU HECKOJBKUX MEXaHM3MOB, TAKUX Kak
TUCHYHKITNS CUMITATUYEeCKOU HEPBHOW CUCTEMBI,
yBeJIMY€eHKe BHIPAOOTKM KaTeX0JIaMIHOB, KOPTHU30-
Jla ¥ pEHHA, a TaKKe TIOBBIIIeHNe ChIBOPOTOUYHOTO
YPOBHSI HATPUS U Kasibius [ 2,22].

PacripocTpaHeHHOCTh TaOaKOKypeHUsI B MUPe
BapbUPYET B 3aBUCUMOCTH OT PETMOHA, & COIJIACHO
manaeiM BO3, 1 u3 10 mozapocTkoB B Bo3pacTe
13—15 ser ynorpebasier tabak [24]. [Tokazaresnn
PacIpoCTpaHEHHOCTH TabaKOKYPEHUsI B HEKOTO-
PBIX CTPAHAX ¢ HUBKUM U CPEIHUM YPOBHEM JIOXO-
Jla 3HAYUTEJIbHO BhIlle. VcciieoBanust, IpoBejIeH-
Hble B 68 cTpaHax ¢ HU3KUM U CPEJHUM YPOBHEM
JI0XO/Ia, TIOKa3aJH, YTO PACIPOCTPAHEHHOCTH
norpebJieHnst Tabaka Cpeiu IMOAPOCTKOB B BO3-
pacre 12—15 mer cocrasuiaa B cpemneMm 13,6%,
Bappupys or 2,8% B Tamkuxucrane no 44,7%
B Camoa. Taxske GbliIa OTMEUEHA BBICOKAs PACTIPO-
CTPAaHEHHOCTb MACCUBHOTO Kypenust (55,9%) —
or 16,4% B Tamxukucrane no 85,4% B nunoune-
sun. BbLIo [0KazaHo, uTO yrorpebieHne Tabaka
POMUTENSIMU CUITBHO KOPPEJJINPOBAJIO C YIIOTpe-
6sieHneM Tabaka cpeau moapoctkos [25]. K 2030 r.
OJKHJIAETCS €3KErOIHOe YBeJInYeHre CMEePTHOCTH,
Kak ciejcTBue yrnorpebsienus: tabaka, 10 8 MIIH
cmepreir B roxa [16,22]. HukoTun oxasbiBaer
HenpsaMoe BJIMsiHie Ha 6Gas3abHbIA CHHTE3 aHTHO-
ten3un npespamiaoiiero pepmenta (AIID), ycu-
JguBaeT GaKTOp POCTa FHAOTENNS COCYIOB, CHIKA-
et yposenb JITIBII, moBbrmiaer Tutpbl hubprHOTE-
Ha ¥ arperamuio TpoMboruTos [16,22,24,25].

[ToBbitiennoe moTpebyeHne COMU SIBJISIETCS
HarboJIee M3yIeHHBIM MOAUMPHUIUPYEMbIM (HaKTO-
poM pucka pasutus Al, 07lHAKO OHO JIOJKHO
ObITH CBSI3aHO C OINPEIEIeHHBIMI TeHETHYECKIMU
0COOEHHOCTSIMK TPAHCMEMOPAHHOTO TPAHCIOPTA
HaTpUs B 9PUTPOIUTAX. ITO ITPUBOJIUT K 3aJIEPK-
Ke BOJIbI ¥ YBEJIMYEHUIO CONPOTUBIIEHUs Tiepude-
PUYECKUX COCYZIOB, UYTO SBJSIETCS YCJIOBUEM
passutust Al y nereit [9]. B uccaenoBanuu, npo-
BegeHom Deppeiipa u coaBT., GBLIO OOHAPYIKEHO,
YTO TEHETHYECKU acCONMUPOBAHHOE TOTpebIeHne
HATPHUS IPUBOAMT K OBICTPOMY IOBBINIEHUIO
aprepuanbHoro AaBieHus [6]. Jpyroe wuccaemo-
Banue [3] BBISIBUJIO TOJIOKUTEIbHYIO KOPPEJIsi-
U0 MEXKy apTepUayibHbIM JaBJIeHUeM, WHEeK-
com Maccol Tesia (MMT) u koamuecTBoM oTpes-
asgemoil cosn. MccienoBanus mocjelHUuX JieT
JIOKa3aJii, 4To GoJiee BOCIPUUMYMBBIMU K Pa3BH-
tiio AI' Ipu 1OBBIIIEHOM OTPEOJIEHNN HATPUST
SIBJASIIOTCS  TAIIMEHTBl € OXUPEHUEM, JIUIa
ahprKaHCKOTO MPOUCXOXKIEHUs, a TaKKe JIMIa
C OTATOIIEHHBIM CeMENMHBIM anamMae3oM 1o ATl
[4,13,18,20]. Cuneprudeckoe jeiicTre BbIlIenepe-
YUCTeHbIX (PAKTOPOB YBEJWYUBAIOT PUCK Pa3BU-
tust Al''y nereit.

Ienv wviccnenoBaHus: olpejiesieHUE BIUSHUS
ToBesleHYecKnX (haKTOpPOB prcka Ha pa3putne Al
y ZleTell ¢ pa3JInuHON Maccoil Tea.
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Marepuai 1 MeTO/Ibl UCCJIC/IOBAHUSA

B uccnenosanum npunsau yuactue 115 nereit
¢ Al B Bospacte 10-18 mer (78 ManpumKoB
u 37 neBylieK), pasfieieHHble Ha TPHU TPYIIIIbI
B coorBerctBuu ¢ UMT: I rpymma — 35 nereit ¢ AT
u HopMabHBIM BecoM; 11 rpymma — 36 meteii ¢ AT
u u30bITOYHON Maccoit tema u III rpynma —
44 pebenka ¢ AT 1 oxkupeHneM. Y4acHUKH UCCJIe-
JOBaHUsI OBLIH OTPOIIEHBI TIO CIIEIHAIBLHO pa3pa-
6OTaHHOI aHKeTe, B KOTOPYIO BOILIM [aHHBIE
0 palMoHe THWTaHWs, 00pa3e KU3HH, CTATyce
KYPUJIBIIIKA, YIIOTPEOJEHUN aJKOToist, (husmde-
CKOIl aKTUBHOCTHU U T.JI.

CrerneHb OKMpPeHUst U U30BITOYHON MACChI Tesla
ompeziesisiyiach Tpu oMol BeruncaeHns UMT
B COOTBETCTBUM C (DOPMYJION: OTHOIIIEHUE MacCChl
Tejla B KMJIOTPaMMaxX K KBaJ[paTy pocTa B MeTpax
(kr/m*). B coorBectBumM ¢ kputepusimu BO3 u
International Obesity Task Force, HopmambHBIM
BecoM cuntaiorcst mapamerpbl UMT mexay 18,5
u 24,9 Kr/m? u30BITOUHBII BEC ONPE/IESIETCS IPU
UMT or 25 no 29,9 xr/m?% oxupenue I crernenn
onpezensiercs mpu UMT or 30 mo 34,9 xr/m?
oxupenue II cremenn coorBercTByer MMT
ot 35 10 39,9 kr/™M’, osxupenne 111 cremernu ompe-
nessiercst ipu UMT>40 kr/m* Tlosydentbie 1am-
HbIe CPAaBHUBAJIMCH C KAPTOH MTPOIIEHTUIIEH B COOT-
BETCTBUU C BO3PACTOM, TIOJIOM U POCTOM.

W3mepenune apTepuajibHOTO JaBJIEHUS IPO-
BOJIMJIOCH C TIOMOIIBIO C(ODUTMOMAaHOMETPA B KJIU-
HOCTAaTUYECKOM TIOJIOKEHUN pebeHKa Tocie
5—15 muHyT oT/bIXA. Jlesmaau Tpu mocienoBaTeh-
HbIE€ U3MEPEHUST C 5-MUHYTHBIM HHTEPBAJIOM, Pac-
YUTHIBas cpenune 3Havennsd. /luarao3 A’ ycranos-
JIUBAJICS B COOTBETCTBUU C TOCJEJIHUMU PEKO-
MEH/AIUSIMU 110 UarHOCTHKe U JjedeHuio Al

y nereii EBpormeiickoro ooIecTBa KaparoJOros
(Empar Lurbea u np., 2016).

VccenenoBanre OBLIO BBITIOJIHEHO B COOTBET-
CTBUU C IPUHITUTIAMU X eJTbCUHKCKOM Jlexmaparun.
ITporokon uccaenoBanust O6bi1 omxobpen JIokaib-
HbIM aTrdeckuM komutetoM (JIOK) yupexnenus.
Ha mpoBenenne ucciaegoBaHuii OBLIO MOJYYEHO
nHGOPMUPOBAHHOE COTJIACHE POJUTENeN JeTei
(W1 X OTIEKYHOB).

PeByJII)TaTbI HCCIEeA0BaHUA

Cpasnumenvias MeouKo-coyuaibHas xapaxkme-
pucmuka cemeti. Y CTaHOBJIEHO, YTO GOJIBITUHCTBO
poxnuteneii (n=31, 88,6%) u3 rpymmnsl gereii ¢ Al
1 HOPMaJbHBIM BECOM MMENU cpeHee 0Opa3oBa-
nue. 13 Hux tosbko 3 (8,6%) orios u 4 (11,4%)
Marepeil UMesin BbIcIiee 06pa3oBaHme, TOTa Kak
6e3 obpaszoBanus 6bL1 oxuH orelt (2,9%). B rpyn-
e nereit ¢ AT 1 n3OBITOUYHOM Maccoil Teja ObLIO
ycranossieHo, uto 11 (30,6%) otiios u 18 (50,0%)
Marepeil MMeJn Bbiciiee OOPa30BaHUE; CPejiHee
obpazosanne umenu 24 (66,7%) orma m 27
(61,4%) maTepeit. AHaTOTUYHAS TEHACHIINAS TIPO-
cJekuBasiach M B rpyite geteit ¢ Al u oxxupenu-
em, e 27 (61,4%) matepeit u 28 (63,6%) oTI0B
umesn cpeaHee oopasosanue, 15 (34,1%) marepeii
u 14 (31,8%) oT110B nMesu Bbiciiiee 0Opa3oBaHue,
He nuMes 0OpasoBanus 4,5% poauTeIe.

NuTennekTyasbHbIM BUAOM JI€SITEbHOCTH
sanumanuch 2 (5,7%) orios u 4 (11,4%) matepeit
n3 Tpynmsl geteir ¢ Al 1 HOpPMaIbHBIM BECOM;
8 (22,2%) oo u 13 (36,1%) marepeit u3 rpymniibt
nerett ¢ AT u wu30bITOUHOM Maccoll Teja U
9 (20,5%) otmioB 1 13 (29,5%) marepeii U3 rpymniibt
nereit ¢ Al u oxxupennem. OU3NIECKUM TPYIOM
(paboune) sanmmanuch 28 (80%) oTHOB U

Tabauua 1
CpaBHUTeNbHagA XapaKTepucTUKa rpyrnmn uccienoBaHus no poay AeATesIbHOCTU U 00pa3oBaHUIO ponvneneﬁu
OG6pasoBaHue I rpynna Il rpynna Il rpynna
n npodeccus (AT M HOopManbHbI (AT ¥ U30LITOYHBII (AT oxupeHue, X
poauTtenen Bec, n=35) Bec, n=36) n=44) p
O6pasoBaHie a6e. % a6e. % a6e. %
otua Bes o6pazosaHus 1 2,9 1 2,8 2 4,5
CpenHee 31 88,6 24 66,7 28 63,6 7,29 | >0,05
Bbiciee 3 8,6 11 30,6 14 31,8
O6pasoBaHue Be3 o6pa3oBaHust — — 1 2,8 2 45
marepu CpenHee 31 88,6 17 47,2 27 61,4 |14,65|<0,01
Beicwuee 4 11,4 18 50 15 34,1
Pop nearens- He pa6otaet 5 14,3 4 11,1 7 15,9
HOCTU OTUa duanyeckuin TpyL 28 80 24 66,7 28 63,6 4,74 | >0,05
NHTennekTyansHbIA Tpya 2 57 8 222 9 20,5
POA neatenb- He paéoTaeT 15 42,9 6 1 6,7 18 40,9
HOCTW MaTepu Du3nHecknin TpyL, 16 4577 17 47,2 13 29,5 |11,05(<0,05
WHTennekTyankHbIA TPYA 4 114 13 36,1 13 29,5

ISSN 2663-7553 Modern pediatrics. Ukraine 5(101)/2019

51



Yntamte Hac Ha canTe: http:/med-expert.com.ua

Tabruya 2
CpaBHUTeNbHaa XapakTepucTuKa rpynmn ucciefoBaHus No HaIMYMIO XPOHUYECKOro cTpecca y peGeHka
| rpynna Il rpynna Il rpynna
n (AT n HopmanbHbiii | (AT ¥ U30bITOYHDII (ATl n oxu- Xt
OKkasaresb Bec, n=35) Bec, n=36) peHue, n=44) p
abc. % abc. % abc. %

MleMxoor e CKMi Hen3BecTeH 1 2,9 4 11,1 3 6,8
KIVIMAT B CEMbE YOOBNIETBOPUTESBHBIN _ 22 62,9 22 61,1 28 63,6 2,03 >0,05

Hey[oB/IETBOPUTESbHBIN 12 34,3 10 27,8 13 29,5
FloVXOROMIECKU HEYyLOBNETBOPUTENbHbIV 9 25,7 5 13,9 9 20,5
KIAMAT B LLKOME YOOBNETBOPUTENbBHBIN 21 60 24 66,7 28 63,6 1,67 >0,05

HEen3BecTeH 5 14,3 7 19,4 7 15,9

16 (45,7%) marepeii u3 rpynie geteii ¢ AI' 1 HOp-
MaJIbHBIM BecoM, 24 (66,7%) oria u 17 (47,2%)
MaTepeit u3 rpymmnbl gereil ¢ AT u u30bITOUHOI
maccoit tena u 28 (63,6%) orios u 13 (29,5%)
Marepeit u3 rpynisl geteii ¢ AT’ oxxupennem. Ha
MOMEHT uccienoBanuss He pabortamu 5 (14,3%)
otioB n 15 (42,9%) maTepeil u3 rpymnmsl aerei ¢
ATl u nopmampabiM Becom, 4 (11,1%) ormos
u 6 (16,7%) wmarepeii u3 rpynibl jgereii ¢ Al
n u3OBITOYHON Maccoit Tema, 7 (159%) orios
n 18 (40,9%) marepeit us rpymisi jgereit ¢ Al u
oxupenreM. CTaTHCTUYECKH 3HAYMMbIE PA3THIHST
OBLIN TIOJTyY€eHbI TOJIBKO TIPU UCCIEIOBAaHUN POJia
nesreapHocTr (X*=11,05; p<0,05) 1 06pasoBaHust
marepeii (X*=14,65; p<0,01) (tabu. 1).

W3ydenue ncuxogsorundeckoro koMmgopra moka-
3aJ10, 4TO OT HEBJIATOTPUSATHOTO TICUXOJIOTTIECKO-
ro KiuMara B cembe crpajgaior 12 (34,3%) nereit
¢ AT u HopmanbibiM Becom, 10 (27,8%) nereii ¢ AT
u u3bbITOUHON Maccoit Tena u 13 (29,5%) nereii
¢ AT u oxupenneM. B pasimuubix KOH(MJIUKTAX
C OTHOKJIACCHUKAMHU 1 YYUTEJISIMU B IIKOJTE TIPU3HA-
quch 9 (25,7%) neteit ¢ AT 1 HOpMaJILHBIM BECOM,
5 (13,9%) nereii ¢ AT u u36bITOUHOI Maccoii Tesra
19 (20,5%) nereii ¢ AT u oxuperneMm (Tabir. 2).

BaxxHbIM 1OKazartesieM, XapaKTepHU3YIINM
o0pa3 KM3HU TOIPOCTKOB, SIBJISIETCS YCHUJICHHE
BJIMSTHUSI CBEPCTHUKOB M POJUTEJIEH HA WX TTOBe-
JIeHVe 1 BOCIIPUSITHE BPEIHbBIX TpuBbIuek. Harmmm
HCCJEIOBAaHUEM  YCTAaHOBJIEHO, UYTO KYPUJH
5 (14,3%) mereit ¢ AT ¥ HOPMaJLHBIM BECOM,
6 (16,7%) nereii ¢ AT u u3bbITOUHOIT Maccoil Tesa
u 7 (15,9%) nereii ¢ AT’ u osxxupenuem. [laccuBho-
My KypeHuio ObLiu noasepsxkenbr 3 (8,6%) mereit
u3 rpynnsl ¢ Al u HopmasbHbIM BecoM, 1 (2,8%)
peberok u3 rpymmbl gereii ¢ AT m u30bITOUHOI
maccoii tesia u 1 (2,8%) peGeHOK 13 rPyIIIbI geTeil
¢ AT u osxupenneM (tabu. 3). PeryisipHoe ymorpes-
JIeHWe CIUPTHBIX HAMUTKOB B CEMbE OTMETHUJIN
10 (22,8%) neteit ¢ AT u oxxkupennem, 5 (13,9%)
nereit ¢ AT u u30bITOYHOH Maccoll Tejma U
5 (14,3%) mereit ¢ AT ¥ HOPMAJLHBIM BECOM.
[TpusHasmch B ynoTpebaeHun aJKoroJist 110 OJHO-
My peOeHKY M3 KasK[O# TPYMIBl UCCAETOBAHMS.
[IpoGosaiu ankorosbhbie Hanutku 5 (11,4%)
nereit ¢ A" u oxupenuem, 3 (8,3%) nereit ¢ AT
n u36bITOUHON Maccoit Tesa u 1 (2,9%) peberok
¢ AT 1 HopMasbHBIM BecoM (Tabur. 3).

[unognHamMus Tak)Ke SIBJISIETCST OJHUM U3 (hak-
TOpOoB, onpenensgiomux pazputue Al ITonasmsio-

Tabauya 3
CpaBHMTe.ﬂbHaSl XapakTtepucTtuka rpynn nccriegoeaHus no HaJim4mio BpegHbiX NPUBbIYEK B CeéMbe
| rpynna Il rpynna Il rpynna
(Al n HOE— (AT n M36vbl- (AT 1 oxu- X2 p
Bpemlble NPUBbIYKKU MaJibHbIN TOYHbIN pexHune,
Bec, n=35) | Bec, n=36) n=44)
abc. % |abc.| % | abc. | %
HuvkTo 19 | 543 | 19 [ 52,8 | 20 |455
Poputenn 1 2,8 1 2,3 10,39 [>0,05
TabakokypeHne [pyrvie 4neHbl CeMbK, MPOXMBAIOLLME C PEOEHKOM 3 8,6
KypuT pe6eHok 5 143 | 6 | 16,7 7 1159
Pe6eHok npo6oBan KypuTb 1 2,8 2 45
HuvkTo 28 80 26 | 722 | 28 |63,6
Poputenn 4 114 | 5 [ 13,9 9 1205
Snoynotpe6nenne [pyrue yneHbl cembm, NPOXMBAIOLLME C PEGEHKOM 1 2,9 1 2,3 | 5,29 [>0,05
ankoronem
Peb6eHok 1 2,9 2 5,6 1 2,3
Pe6eHok npo6oBarn ankorosb 1 2,9 3 | 83 5 114
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Tabnuva 4
CpaBHUTeNbHas XapaKTepuCTUKa rpynin UCCNef0BaHUS NO cnoco0y BPeMsSnpoBOXAEeHUSs
I rpynna Il rpynna Il rpynna
(AT v Hopmanb- | (AT M n36bIToy- | (AT M OXMpeHue,
AxTusHocTe Hblli Bec, n=35) | HbIii Bec, n=36) n=44) X p

abe. % ab6c. % abc. %
AKTVBHOE BPEMSNPOBOXAEHNE — MOCELLEHNE
CMOPTUBHBIX CEKLIMIA, NPOBEAEHNE Nepes KOMMbIOTEPOM, 2,9 2 5,6 2 45
TENIEBU30POM <2 YacoB
YMEpPEHHO akTUBHOE — HENPOECCUOHAMBHBINA CNOPT
Unn gpyrue aMHammYHble 3aHATUA, NpoBeeHne nepeq 15 429 5 13,9 1 2,3
KOMMbOTEPOM, Tevnesmsopom <2 4acos 28,77 | <0,001
YMepeHo cnaaumnin 06pas Xu3Hn — akTvMBHas xogboa
60nee 30 MUHYT eXeOHeBHO, NPoBedeHVe nepes 14 40 15 41,7 15 34,1
KOMMbIOTEPOM, TENEBN3OPOM >2 HacoB
Cugaunin o6pas XusHm — akTueHas xogbba MeHee
30 MUHYT eXedHeBHO, MpPoBedeHVe 5 14,3 14 38,9 26 59,1
nepen KOMNbOTEPOM, TENEBN3OPOM >2 HacoB

1ee GOJIBITUHCTBO 0OCTIEIOBAHHBIX I€TEH ¢ M30bI-
TOYHOU Maccoii TeJia U O;KUPeHNueM IPeAOYnTaIoT
CUJSTYMI U YMEPEHHO CUASUNI 00pa3 Ku3Hu. AHa-
au3 (pusndeckolt aKTUBHOCTU PECIOHAEHTOB
nokasan, uro 15 (41,7%) npereil ¢ M30BITOYHBIM
BecoM 1 15 (34,1%) neteii ¢ o;KMpeHNEM aKTHBHDI
>30 MUHYT B JIeHb U TIPOBOSAT BPEMS 32 KOMITHIO-
TepoM Gojiee JByX YacCOB, B TO JK€ BpPEMs
14 (38,9%) nmereii ¢ WU3OBITOYHBIM BECOM
u 15 (34,1%) crpagaonx o;KMUpeHueM aKTHBHBI
Menee 30 MUHYT B JIeHb 1 ITPOBOJIST 32 KOMITbIOTE-
pom Gosiee ABYX 4acoB. VcciemoBaHue TPYIITBI
nereit ¢ AI' 1 HOpMaJIbHBIM BECOM BBISIBUJIO, UTO
14 (40%) wu3 HUX BeayT YMEPEHHO AaKTUBHBII
06pa3 sxusun u 5 (14,3%) nereii xapaKTepu3yioTcst
MTOJTHBIM OTCYCTBHEM (DU3UYECKON aKTUBHOCTH.
BoisbiBaer 6eCOKOMCTBO TOT (hakKT, Y4TO TOJIBKO
2 (5,6%) mereii ¢ AT 1 u30OBITOYHBIM BECOM,
2 (4,5%) nereii ¢ Al u oxupenvem u ofun pebe-
HOK (2,9%) ¢ HOPMaJIbHBIM BECOM IPE/TIOYUTAIOT
aKTUBHYIO dhopmy BPEMSITIPOBOIKIEHUST
(x*=28,77; p<0,001) (tabu. 4).

13 Bcex ommpoIIeHHbIX feTei Toabko 14 (12,2%)
JIeJIAI0T YTPEHHIOI0 TMMHACTUKY, a octajbibie 101
(87,8%) ee me Bomonmsior (x’=21,67; p<0,05)
(puc.1).

Ocoboe MecTo U BaxKHYIO POJIb B (hOpMHUPOBa-
HUU TUIIEBOTO TIOBEIEHUST JIeTell UTPAlOT ceMeii-
HbI€ TIPUBBIYKH, KOJUYECTBO M KAYECTBO MTUTAHS,
06pa3 KU3HU CeMbH, a TakKe OOIIUII YPOBEHb
KyJIbTypbl. [Ipu orieHKe peskiMa ITUTaHust HEPery-
nsipHoe ttanue (1-2 pasa B feHb) HabJII0AATI0CH
y 11 (31,4%) neteit ¢ Al u HOpMaJIbHBIM BeCOM,
y 6 (16,7%) nmereii ¢ AT u M3OBITOYHBIM BECOM,
a takke vy 7 (15,9%) mereit ¢ A" u oxxupeHmem.
[Turanue no tuny fast-food 6su10 y 15 (42,9%)
nereii ¢ AI' u HopmasbibiM BecoM, y 13 (36,1%)
nereii ¢ AT u usbbITounbM Becom u'y 10 (22,7%)

nereti ¢ Al u oxmpenmem. Hapymmaior pexnm
MUTaHUS W OTAAIOT TPEANOYTEHHE IMHUIle THIA
fast-food 6 (17,1%) nereit u3 rpymmst ¢ AT u HOp-
MasibHbIM BecoM, 14 (38,9%) nmereit ¢ AT u u30bI-
TouHOI Maccoil tena u 27 (61,4%) nereit ¢ AT
u oxupeHueM. JlaHHBIE MMEJM CTAaTHCTUYECKU
s3HaunMble pasanyns (x°=18,33; p<0,01) (puc. 2).

OnHoOll M3 NPUYMH TOAAEPKAHUSA BBHICOKHX
1uGp apTepuaIbHOTO JaBICHUS SIBJISETCS M30bI-
TouHoe norpebsenne conu. V3yuenne KoimaecTBa
yrnoTpebsieMoil ¢ Hulleil coiu MOoKas3auio, uTo
23 (65,7%) pebenka ¢ AT 1 HOPMATBLHBIM BECOM,

X?=21,67; p<0,05

Il rpynna Al |2
ogympeHme 95,5%
Il rpynna Ar, =
1306bITOYHBI BEC 88,9%
| rpynna Al .-0 --
HOPMaJTbHbI BEC 22.9% 77,1%

[ pa @ HeT

Puc.1. CpaBHUTENbHAS XapaKTEPUCTMKA rPyNnn UCCNEA0BaHUS MO
NPOBEAEHMI0 YTPEHHEN TMMHACTUKM

| |
)61,40%
HapyLleHue pexuma nutaHna+

fastfood

npegnountaet fastfood
0%

nuTasve 1-2 pasa B AeHb

cobniogeHne pexvma nnuTaHns

|:| Il rpynna AT, oxunpeHne
|:| Il rpynna AT, n36bITO4HbIV BEC
[l ! rpynna AT, HopmanbHbIi BeC

Puc.2. CobniofieHne pexxima nutaHns B MCCReL0BaHHbIX rpynnax
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Tabauya 5
CpaBHUTeNbHagA XapakTepucTUKa rpynmn nccrenoBaHus Nno KoJM4ecTBy noTpebdnsamoii conu
I rpynna (AT n Il rpynna (Al n Il rpynna (Al Xz
YnotpeGnenue conun HOpMarnbHbIil Bec, n=35) | M30bITO4HbIN Bec, n=36) " OXupeHue, n=44) p
abc. % abe. % abc. %
HeconeHas nuuwa 3 8,6 4 11,1 0 0%
12,25 <0,001
YMepeHHo coneHas nuia 23 65,7 21 58,3 19 43,2
ConeHas nuwa 9 25,7 11 30,6 25 56,8
21 (58,3%) pebeHok ¢ AT 1 U3OBITOYHBIM BECOM U O6cysxnenne

19 (43,2%) neteii ¢ AT u oxxupenuem yrnotpebsisim
COJIb B YMEPEHHBIX KOJM4YecTBaX. B To ke Bpems
coJieHyto Tty mnpeanountaan 9 (25,7%) nereii
¢ Al' u HopmasbHBIM BecoM, 11 (30,6%) nmereii ¢ AT
u u36bITouHbIM BecoM u 25 (56,8%) mereit ¢ AT
u oxuperueM (x’=12,25; p<0,001) (tabu. 5).

Nsydenne parmona aeteit ¢ Al mokasano cie-
ayioriee. OTAAIOT NpeAIIOUYTeHNE JKUPaM PacTH-
TeJIbHOTO TMPOUCXOKAeHUs Toabko o (14,3%)
nereii ¢ AT u nopmanbubiM Becom u 2 (5,6%)
nereil ¢ AT 1 n30BITOYHBIM BeCOM. BoJbIIMHCTO
omporreHHbIx — 20 (57,1%) nereit ¢ AI' m HOP-
MasibHbIM BecoM, 18 (50,0%) mereii ¢ AT u u30bI-
TouHbIM BecoM 1 15 (34,1%) neteii ¢ AT u osxupe-
HUEM — yTOTPeOSIOT JKUPHI JKUBOTHOTO TTPOMC-
XOKeHus. JlaHHble UMeJi CTaTUCTUYECKU 3HAYH -
Mble pasanyust (x°=15,78; p<0,05) (puc. 3).

EsxemHeBHO ymoTpebJIsSiOT B TIHILY TTPOLYKTHI
C BBICOKUM cojiepKaHueM yrieBomoB 9 (25,7%)
nereii ¢ AT u HopmasibHbiM BecoM, 20 (55,6%)
nereit ¢ AT u usbbitourbiM Becom u 32 (72,7%)
pebenka ¢ AT u oxxuperneM. OTAaoT IpeAnouTe-
HUe JIerKoycBamBaeMbIM yriieBogam 1-2 pasa
B Hezeaio 21 (60%) peberok ¢ AT u HOpMaTbHBIM
BecoM, 13 (36,1%) nereii ¢ AT u M36BITOYHBIM
BecoM, a Takske 9 (20,5%) neteit ¢ Al u oxxupeHu-
eM. Bmecre ¢ Tem BBIsIBIICHO, uTO JnTiih 5 (14,3%)
nereit ¢ AT u HopmasibHbIM BecoM, 3 (8,3%) neteii
¢ AT u u36bITOounbIM BecoM u 3 (6,8%) nereii ¢ AT
U OKMPEHMEM He MCIOJIb3YIOT B CBOEM pallloHe
MPOLYKTBI C BBICOKUM COJIEPsKaHUEM YTJIEBOJIOB
(x*=17,581; p<0,01) (Tabu. 6).

Iccennmanbiag Al aBisgercs mHorodakTop-
HOHW TaToJoTuel, KOTopasg CBOUMU KOPHIMU
YXOIIUT B JIETCKUI U mybepraTHbIii Bo3pacT. Bepo-
STHOCTD €€ PA3BUTHS CYIECTBEHHO YBETMUNBAET-
s Ipu Hamm4uu (DakTOPOB PUCKA.

Ananus rmobanbHOil pacnpoctpaneHHocT AT
BBISBUJI BAXHYIO POJb COINMATbHO-9KOHOMHU-
YeCKOro cTaryca B PasBUTHU JAHHOTO 3a00JeBa-
Hus. Tak, B cTpaHax ¢ BBICOKUM YPOBHEM JIOXOJIa
cpemame mokazarenan Al’ 3HAYNTETbHO CHU3UITICH —
mo 13-19% ormerkn [15]. B mamem wuccremno-
BaHWKM Mbl He TMOJYYUJIA CTATUCTUYECKU 3HAYU-
MBIX Pa3JIN4Mii B COOTBETCTBUU € 0Opa3oBaHUEM
poauTeseii. Bo Bcex rpyiimax GOIbIINHCTBO AeTei
POJIUITUCH B CEMbSIX, TJl€ POJIUTETTN UMEJIU CpejiHee
U BbicIee 0OpasoBaHUe, HO WHTEIEKTYaJIbHbBIM
TPYJAOM ObLIM 3aHATHI TOJABKO 2 (5,7%) OTIOB
u 4 (11,4%) marepeii nereit ¢ AI' 1 HOpMaTbHBIM
BecoM, 8 (22,2%) ortnos u 13 (36,1%) matepeii
meteit ¢ ATl wu wus3bblTOuHON Maccoll Tena
n 9 (20,5%) ormos u 13 (29,5%) marepeit meteii
¢ AT’ 1 oxxupenuem.

Acniextel B3auMocBs3n Al ¢ Takumm dakro-
pamu, Kak M30BITOYHAs Macca Tejla W OKHMPEHHE,
[IPEJICTaB/IEHbI B MHOTOYMCJIEHHBIX OTEUECTBEHHbIX
n 3apyOexkHbIX McTouHMKax. Genovesi M COaBT.
BoisiBusin ALy 1,4% meteii ¢ HOpPMaJIbHBIM BECOM, Y
7,1% nereii ¢ n30BITOUHBIM BeCOM U Yy 25% jeTel,
crpamaronux oxupenueM [8]. JIpyroe nccienosa-
HUe, OCHOBBIBAsSICh Ha MOJEJIM MHOKECTBEHHOM
perpeccuy, BbISIBUJIO OTHOCUTEJbHBIA PUCK Pa3BU-
st Al y TarieHToB ¢ U30BITOYHOI Maccoil Teja,

Tabnuyab
CpaBHUTeNbHagA XapaKTepucTuKa rpynmn uccienoBaHus no ynotpeodneHuio
NPOAYKTOB C BbICOKUM COAEp)XXaHUEM YrneBoa0B
| rpynna Il rpynna
YnotpeGnenve (AT v HopManbHbIii (AT 1 M36BLITOYHBIN Bec, be p
Nerko-ycsanBaembix Bec, n=35) n=36)
yrneesosoB
abc. % abc. % abc. %
He npegnoyutaet 5 14,3 8,3 3 6,8
pen 17,58 <0,01
YnoTpebneHue 1-2 pasa B Hegento 21 60 13 36,1 9 20,5
ExxegHeBHoe ynotpebnexvie 9 25,7 20 55,6 32 72,7
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kotopsiit cocrasua 3,26 (CI: 2,5-4,2), a IMT 06bL1
HanboJiee MOIIHBIM JIETEPMUHAHTOM T0siBIIeHUsT AT
[11,19]. B eBpomeiickoM nccaeIOBAaHUN TIPU yda-
crum 57 915 nereit B Bospacrte ot 6 1o 18 mer AT
Oblta 3aperucrpupoBata y 27% nereit ¢ u3bbITou-
HBIM BeCOM 1 Y 47% zieTeii ¢ oxxupenueM [7,26].

BO3 ormeuaer yBesmueHue pacrpocTpaHEHHO-
CTU OKUPEHUS CPENU JIETel 32 CUET MAJIOTIO/[BUXK-
HOTO 00Opa3a JKU3HW W HETPABUJIBHOTO THTAHUS
[1,17]. OrcyTcTBue peryasipHbIX (HU3UUECKUX
Harpy30K SIBJISI€TCST OJHUM U3 (DaKTOPOB, CIIO-
COOCTBYIOIIUX TOSIBJEHUIO H30BITOYHOTO Beca,
a 3atreM u Al y gereii. B namem ucciemoBanuu
26 (59,1%) neteit ¢ A" u osxupenuiem, 14 (38,9%)
nereit ¢ AT 1 n3OBITOYHON Maccoll Tesa, a Takke
3 (14,3%) nereii c AT’ 1 HOpMAJIBHBIM BECOM aKTHB-
HO TIPOBOJAT MeHee 30 MUHYT B /IeHb, TOT/IA KaK 32
KOMIIBIOTEPOM 1/UJTH TEJIEBH30pOM — OoJiee JIBYX
4acoB exxeHeBHO. Cuastunii 06pas KM3HU B COUeTa-
HUW C HENPABUJIBHBIM THUTAHWEM IPEICTABISET
c000ii 60J1bIITY 0 IPOOJIEMY HE TOJIBKO J1JIs 3/I0POBbs
pebGeHKa, HO | ISt €r0 COIMAIbHOTO CTaTyca.

[Tcuxosornueckne HArpy3ku U XPOHHYECKUI
cTpecc CTaJau HOPMOI COBPEMEHHON JKU3HM.
ITO IPUBEJIO K PACITPOCTPAHEHUIO U OMOJIOKEHUTO
AT. CusbHbBIN W JJIUTENBHBIN CTPECC TPUBOJUT
K TO/IaBJIEHUIO CUMIIATHKO-aJPEHEPTHYECKO
U 9HJIOKPUHHON CHUCTeM, TIOCTEMEHHO W CYIIe-
CTBEHHO YCWJIMBAsI BJIMSHUE JPYruX (HaKTOPOB
puicka, hopMupyst GJATONPUSTHBIE TTPEATIOCHLIKN
st passutuss Al [5]. B namrem uccienoBanum
HeOJIarONPUSATHBIA CeMEWHBI ¥ COIMATbHBII
Kkaumar ObLT BBISBJIEH y Bcex gereit ¢ AT, kak
¢ M30BITOYHOI Maccoil Teja M OKUPEHUEM, Tak
Uy JieTeil ¢ HOpMaJIbHbIM BecOM 0e3 cTaThucTuye-
CKH JIOCTOBEPHBIX 3HAYEHU.

B mocnegnee Bpemsi pacrer GeCIOKOICTBO
B CBSI3U C PACTYIIUM YHOTPeOJIeHUEM aJIKOTOJIst
U KypeHHEM B ITeINATPUUECKOH MOy JISTIUEH, YBeTU-
YUBasi PUCK Pa3BUTHUST CEPAETHO-COCYMUCTHIX 3200-
neBanuil. CoryacHO TOCJIETHUM WCCIIEIOBAHUSIM,
noTpebIeHne aTKOTOJIST Ha IyTITy HACeJTeHUsT YBEeJTH-
YIJIOCh BO BCEM MUPE, XOTS TEH/IEHITH BaPbUPYIOT B
3aBUCUMOCTH OT CTPAHbI ¥ PErrOHa. XPOHUYECKUI
M30BITOK aJTKOTOJIST CITOCOOCTBYT YBEJIMUEHUTO apTe-
PHAJIBHOTO JIABJIEHMS TTyTeM aKTUBAIIUK CUMIIATHYe-
CKOIl HEPBHOII CHUCTEMBI, YBEJINYEHHE BBIPAOOTKU
KaTeXOJAMUHOB, KOPTU30JIa, PEHWHA, TOBbINIEHNE
YPOBHST HaTpUsI U KaJblUs B T1asme Kposu [10].
B Hamem uccieoBanuu 1onpoOoBaii MEHUMYM
OJIVIH Pa3 B JKM3HK aTKOTOJIbHbIE HatTKY S (11,4%)
nereit ¢ AT u oxxupenuem, 3 (8,3%) mereit ¢ AT u
n36bITOuHON Maccoii tesa u 1 (2,9%) peberok ¢ AT u
HOPMAJIbHBIM BeCOM. /[aHHbBIE OIEHKU HOCST CyOheK-
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TUBHBIN XapaKTep, TaK Kak B IMPOIlecce OIpoca He
KaK/Iplii TIpU3HaeT jJaHHbIi (dakT. Tem He MeHee,
1 (2,3%) peberok ¢ AT u oxupenuem, 2 (5,6%)
nereii ¢ AT v u36bITOUHOI Maccoit Tema u 1 (2,9%)
peberok ¢ AT ¥ HOPMAJIBHBIM BECOM UMEJH CMe-
JIOCTh IPUBHATCS B YaCTOM YIIOTPEOTIEHUH aTKOTOJIS.
[lanHas TPUBBIYKA MOKET MCXOIUTh U3 CEMENMHBIX
TPAUIINIA, TOCKOJBKY MbI BBISIBUIH, 4TO B 10
(22,8%) cembsix pnereit ¢ oxupenumem u Al
B 5 (13,9%) cembsix ieteii ¢ u30LITOUHOI MACCOH Tesia
u AT, a Takke B 5 (14,3%) ceMbsix jieTeil ¢ HOpMaJTb-
HBIM BecoM 1 AT" 4acTo yroTpedIIsiioT aKoroJib.

Ikcreptbl BO3 oT™MevaoT 4TO BO BCEM MHpe
kyputr 1 n3 10 mompoctkoB B Bo3pacte oT 13
no 15 ner [24]. B HeKOTOPBIX CTpaHax ¢ HUBKUM
1 CPEe/HUM YPOBHEM JIOXOjla TIOKA3aTequ PacIpo-
CTPAHEHHOCTH TabauHBIX W3/EJUil 3HAYUTETHbHO
Boiie [16,25]. B namem uccienoBaHuu Kypusm
3 (14,3%) nereit ¢ AT m HOpPMaJbHBIM BECOM,
6 (16,7%) nereii ¢ AT 1 u36BITOUHOI Maccoil Tera
n 7 (15,9%) nereit uz rpynisi ¢ Al 1 osxupeHmem.

Hapymienus nuranuss o6ycoBJeHbI B OCHOB-
HOM TIpeobJIalanieM B paliioHe KUPOB M YTJIeBO-
JIOB U/UJU HApPYUIEHUSIMHM PEeKUMa IUTAHUs, C
YBEJIMYEHHBIM COJIEPIKAHUEM JIETKOYCBOSIEMBIX
YTJIEBOMOB W MMOTPeOJeHNEeM OCHOBHOM IOJIH
CYTOYHOTO HHEPreTUYECKOTO PAIMOHA, SIBJSIOTCS
daxropamu paszsutug Al

CBs13b MeKy HU3OBITOUYHBIM HOTPebIeHIEM
MOBaPEHHO COJIM U MOBBIIIEHNEM apTePUaTbHO-
O JiaBJieHus Oblja 3aMedeHa 3a/0JIT0 0 OTKPBI-
TUSI METOJIOB M3MepPEHUsl apTepuajbHOTO JlaB-
JIEHWST W TOSIBJIEHUST MOHSTUS <«apTepuabHast
runeprersusdy. CoueTanne HacJeACTBEHHON ITpe-
PACIIOJIOKEHHOCTH K THIIEPTOHUYECKOU OO0JIe3HN U

XKnBoTHblE
1 pacTUTENbHbIE XUPbI

MpepnpynTtaet
XVBOTHbBIE XWPbI

MpepnoynTtaet
pacTuTenbHble XUpb!

[] I rpynna AT, HopManbHiit BeC
[ 1l rpynna AT, n36bITo4HEIN BeC
I | rpynna AT, oxmperne

Pue.3. CpaBHUTENbHASA XapakTepucTMKa rpynn uccnefoBaHns no
ynoTpe6neHunto XXMpos
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U30BITOYHOMY MTOTPEOTIEHUIO COJIH TPUBO/IAT K TOMY,
4TO KOMIIEHCATOPHbIE TT0YeUHbIe MEXaHU3MBI CO Bpe-
MEHEM Y’Ke He MOTYT MOJTHOCTBIO BHIBOAUTH N30BITOK
COJIM, 4TO B CBOIO OYEPEIb TIPUBOUT K YBEINYEHIIO
00beMa JKUJIKOCTH, BCJIEICTBUE YETO YBETMINBAETCS
00bEM TIMPKYIUPYIONIEiT KDOBH ¥ TMOBBIIIAETCST apTe-
puasibHoe passenue [18,20]. B namem vccieoBanum
GombmHCTBO fietell ¢ AT, cTpagaBimx n36bITOYHBIM
BECOM U OJKHMPEHHEM, MUTAINCH HeCOATAHCHPOBAHO.
B ux ceMbsiX yIOTpPeOIIsTIOT Ty, GOTaTyIo KUPaMH,
JIETKOYCBOSIEMBIMHU YTJIEBOJIAMU C BBICOKHMM TJIHKE-
MUYECKUM HHIEKCOM, U30BITOK COJI. JTO COOTBET-
CTBYET JIAHHBIM MUPOBOI CTATHCTUKH.

Taxkum 06pasom, Koppekiusi (HakTopoB pUCKa
pasButust Al ¢ 11e/TbI0 TIPEIOTBPAIIEHHS PACIIPO-
CTPAaHEHHOCTH ¥ OCJIOKHEHUN JIaHHOTO 3a001€Ba-
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Koxokapb Csitnana BikTopiBHa — K.Mef.H, nikap-kapzajoneziatp, B4eHuii cekpetap HAI Kapaionorii Pecny6niku Monposa. Aapeca: M. Kuwwunis, Byn. H. Tectemiuany, 29/1.
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FOTOBHICTb NikapiB 3aranbHOI NPAKTUKN — CIMEUHUX
nikapiB o nonepepXeHHa nepepgyacHol cMepTi
AiTen: 3a AaHNMMM COLLIONIOrN4YHOro AoCcnigKeHHs
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For citation: Slabkiy GO, Dudnyk SV. (2019). Readiness of general practitioners-family doctors on the prevention of children's premature death: according
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MeTa — BMBYNTW Ta NpoaHaniayBaTth piBeHb 3HaHb NikapiB 3aranbHOi NPakTUKN — cimeitHnx nikapis (J13M-CJT) 3 nonepeaxxeHHs nepesyacHoi cmepTi fiTen
Ta BUSHAYUTI LWNAXI NiLBULLEHHS PiBHA iX iH(DOPMOBAHOCTI 3 JAHOTO NUTAHHS.

Marepianu i metopm. MposeaeHo onutyBanHs 400 J13M-CJ1, aki npoxuBatoTb y M. Kuesi, KniBcbkili Ta 3akapnaTcbkiil 06nacTsx. binbLicTb pecrnoHaeHTiB
cKnanu: nikapi, ki npawutotTb y MicTax (65,75%); y Biui ctapwe 40 pokis (66,25%); xiHkn (82,25%); aKi HaB4anucs npoduecii Ha Kypcax cneuianisauii
i3 3aranbHoi NikapcbKoi NPaKkTUKN — CiMenHoi MeanumnHu (73,25%); atectosaHi Ha BuLly (38,50%) Ta nepLuy (32,75%) atectauiiiHi Kateropii; npawwoTh
y nikapcbkux améynatopiax (90,75%). OnuTyBaHHS NPOBOAMIOCA 3a ChewianbHO PO3p06/eHO aHKeTow. MeToau AOCNIMKEHHS: MaTeMaTu4HUR,
COLLiONOriYHOr0 ONUTYBAHHSA (AHKETYBAHHS), CTATUCTUYHMIA, aHANITUYHWIA, NOPIBHANBHOMO aHaniay.

Pesynbtati. BctaHoBNeHO HefocTaTHIN piBeHb rotoBHOCTI J13M1-CJ1 g0 nonepexeHHs AUTAYO0I CMePTHOCTI: PECMOHAEHTU OLiHWAM SK HEAOCTaTHI piBeHb
CBOIX TEOPETUYHUX 3HaHb 3 TaKTUKM Lili NpU TakMX 3arpo3fMBMX XUTTIO AUTUHM CTaHax, K YepenHo-mMo3kosa TpaBma (12,25+1,6%), roctpa acdikcis
(9,25+1,4%), oniku, y ToMy umcni guxanbHux wnaxis (8,5+1,4% ta 8,0£1,4% BignosigHo), cysomu (7,75+1,3%). Haitmenwe J13M-CJ1 BonogitoTh
NPaKTUYHUMN HABUYKAMM 3 HAZAHHS MEeSNYHOT J0NOMOri AiTAM NpK YepenHo-Mo3KoBii Tpasmi (16,0+1,8%), kpyni (15,5+1,8%), onikax AuxanbHUX LWNAXiB
(11,5+1,6%), cygomax (10,5+1,5%). Ha Hu3bkomy piBHi 3HaX0AMUTLCA PO3'ACHIOBaNbHA perynsapHa ocBiTHA po6oTa J13MM-CJ13 6aTbkamu 3 NuTaHb 36epeXKeHHs
3[10POB'SA [iTEN Ta HABYAHHA TaKTULL NPX 3arpO3NNBMX XKUTTIO CTaHax (21,25+2,0% pecnoHAeHTiB opraHidysanyu po6oTy LUKONW BiANOBILaNbHOM0 6aTbKiBCTBA,
15,75+1,8% HaByanu 6aTbKiB TaKTULi Aiil NpY 3arpO3NNBUX XKUTTIO LiTeN CTaHax).

BucHoBKW. HegocTaTHiii piBeHb TEOPETUYHUX 3HAaHb Ta NPAKTU4HUX HaBM4oK JI3M-CJ1 3 TakTMKK [iii Npu OKPEMUX CTaHax, fKi 3arpoXxytoTb XWUTTIO AiTeil,
BIIMAra€ HaB4aHHA NlikapiB KOMNETEHLiAHUM Ta KBaniikauiiiHuM PiBHAM 3HaHb 3 HalaHHA AOMNOMOT LiTAM Ta NPOMINAKTUKIA AUTAY0i CMEPTHOCTI.
[locnimKeHHs BUKOHaHI BIANOBIAHO A0 NpuHLMNIB MenbCiHebkoi Jeknapauii. lpoTokon AocnifpkeHHs yxBaneHui JlokanbHUM eTu4HUM komiTeTom (JTEK) yCix ycTaHoB.
ABTOpPM 3251BNAOTL NPO BiAACYTHICTb KOH(AIKTY iIHTEPECIB.

Knto4oBi cnoBa: nikap 3aranbHoi NpakTUKM — CiMEHWIA nikap, AiTi, nepeayacHa CMepTHICTb, NONepeKeHHs, COLIONOrivHe LOCNIMKEHHS.

Readiness of general practitioners-family doctors on the prevention of children’s
premature death: according to sociological research

G.0. Slabkiy', S.V. Dudnyk’

"Uzhhorod National University, Ukraine

*SE «Ukrainian Institute of Strategic Researches of Ministry of Public Health of Ukraine», Kyiv, Ukraine

Purpose — to study and analyze the level of knowledge of general practitioners-family doctors in preventing the premature death of children, to determine
ways of increasing their awareness on this problem.

Materials and methods. Sociological survey was conducted of 400 general practitioners, family doctors, who live in Kiev, Kiev and Zakarpattya regions.
The majority of respondents are represented by general practitioners-family doctors working in cities (65.75%), over the age of 40 years (66.25%), women
made up (82.25%), the number of doctors trained on specialization course «general medical practice — family medicine» (73.25%), doctors who has cer-
tificate for the highest (38.50%) and first (32.75%) certification categories working in medical ambulatories (90.75%). The study was conducted according
to a specially designed questionnaire. Research methods: mathematical, sociological survey (questioning), statistical, analytical, comparative analysis.
Results. Sociological study established an insufficient level of readiness of general practitioners — family doctors to prevent children's premature mortality:
respondents rated their theoretical knowledge of the tactics of actions as insufficient for conditions that threaten a child's life, such as traumatic brain injury
(12.25+1.6%), acute asphyxia (9.25+1.4%), burns, including respiratory tract (8.5+1.4% and 8.0+1.4%, respectively), convulsions (7.75+1.3%). The least
general practitioners — family doctors possess practical skills in providing medical care for children with traumatic brain injury (16.0£1.8%), croup
(15.5+1.8%), and respiratory tract burns (11.5£1.6%), convulsions (10.5£1.5%). The explanatory regular educational work of general practitioners — family
doctors with parents on maintaining children's health and learning tactics for conditions that threaten a child's life has low level (21.25+2.0% of respondents
organized the work of the school of responsible parenthood, 15.75+1.8% taught parents tactics in conditions that threaten a child's life).

Conclusions. The established insufficient level of theoretical knowledge and practical skills of general practitioners — family doctors in tactics of action in cer-
tain conditions that threaten the threaten a child's life requires doctors to be trained on the competent and qualification levels of knowledge in helping chil-
dren and preventing child mortality.

The research was carried out in accordance with the principles of the Helsinki Declaration. The study protocol was approved by the Local Ethics Committee
(LEC) of all institutions.

No conflict of interest was declared by the authors.

Key words: general practitioners — family doctors, children, premature mortality, prevention, sociological research.
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lfoToBHOCTL Bpauen oowei NPaKkTUKU — CeMeuHbIX Bpayen K npeaynpexaeHuio
npexageepemMeHHOU cMepTn Aeteum: no AaHHbIM COLIMOJIOTrM4EeCKOro uccisenoBaHums
T'A. Cnabkni', C.B. lyaxnk’

Y)KropoAcKNil HaMOHanbHbI YHUBEpCUTET, YKpanHa

TY «YKpanHCKNiA NHCTUTYT cTpaTernyeckux uccnegosannini M3 Ykpanol», r. Knes, YkpanHa

Llenb — u3y4uTth 1 NpoaHanu3npoBatb ypOBEHb 3HAHWA Bpadeil 06LLEI NPaKTUKN — CEMEIiHbIX Bpadeil No NpefynpexaeHno NpexnespeMeHHoi cMepTu
JeTeil, onpesennTb NyTW NOBLILLEHNS YPOBHSA UX MH(OPMUPOBAHHOCTW MO AAHHOMY BOMPOCY.

Martepuanbl u metogbl. [poseaeH onpoc 400 BOM-CB, npoxusaiowux B r. Kuese, Knesckoil n 3akapnarckoi 06mactax. bonbLIMHCTBO PECMOHAEHTOB
cocTasunu: Bpadu, pabotawowme B ropogax (65,75%); B Boapacte crapie 40 net (66,25%); xeHwmHbl (82,25%); 06y4asLunecs npoeccu Ha Kypcax
cneunanusaumm no o6uien BpayebHOM NpakTUKe — CEMEeHo MepuunHe (73,25%); atTectoBaHHble Ha Bbiclwyio (38,50%) u nepsyi (32,75%)
aTTecTaUMOHHble KaTeropuu; padotatoLume Bo BpadebHbix ambynaropusx (90,75%). Onpoc NpoBOAMNCA NO CMeunanbHO pa3paboTaHHON aHkeTe.

MeTopp! nccnesoBaHus: MaTeMaTyecKinil, CoLMOOrM4eckoro onpoca (aHKeTUpoBaHue), CTaTUCTUYECKNIA, aHANNTUYECKNIA, CPABHUTENbHbINA aHanus.
Pe3ynbTatbl. YCTaHOBNEH HEeLOCTAaTOYHbIA YpoBeHb roToBHOCTM BOIM-CB K npeaynpexaeHnto AETCKOA CMEPTHOCTA: PECMOHAEHTbI OLEHUNM, Kak
HEAO0CTATO4HbIA, YPOBEHb CBOWNX TEOPETUYECKIX 3HAHWUIA MO TAKTUKE AEACTBUIA NPU TaKNX YIPOXKAIOLLMX XKI3HN PEBEHKA COCTORHMAX, Kak 4epenHo-Mo3roBas
TpaBma (12,25+1,6%), octpas acmkeus (9,25+1,4%), oxoru, B TOM yucne fbixatenbHbix nyteit (8,5+1,4% n 8,0£1,4% COOTBETCTBEHHO), CyLOpPOrK
(7,75+1,3%). Haumenee BOI-CB BnagetoT npakTU4ECKUMI HaBbIKaMU MO OKA3aHWIO MEWLMHCKOW MOMOLLM LeTAM NpW 4epenHo-MO3roBON Tpasme
(16,0£1,8%), kpyne (15,5+1,8%), oxorax AbixatenbHblx nyTen (11,5£1,6%), cyaoporax (10,5+1,5%). Ha HW3KOM YpOBHE HAX0AMTCA Pa3bsCHUTENbHASA
perynapHas npocseTuTenbckas paéorta BOM-CB ¢ pogutensmi no Bonpocam COXpaHeHus 3[0pOBbA AeTeil U 00Y4eHUs TakTUKe NPU XKU3HEYrpoXKatoLLmX
coCcTosHMAX (21,25+2,0% pecnoHAeHTOB OpraHn3oBanit paboTy LUKOMbI OTBETCTBEHHOrO POAUTENbCTBA, 15,75+1,8% 06yyanu poauTenei TakTuke eNCTBUNA
NPY YrpoXaLLMX XU3HN [eTeil COCTOAHNSX).

BbIBOAbI. Hej0CTaTO4HbII YPOBEHb TEOPETUYECKIMX 3HAHWI U NPAKTU4EeCKIMX HaBbIKoB BOM-CB OTHOCUTENbHO TAKTUKN AENCTBUIA NPU OTAENbHbIX COCTOAHMUSAX,
YIPOXAIOLLNX KN3HWN AeTeil, TpebyeT 00y4eHWs Bpayel KOMMETEHUMOHHbIM UM KBANM(UKALMOHHLIM YPOBHAM 3HAHWA MO 0KA3aHMIO MOMOLM AeTAM
1 NpocnnakTke LETCKON CMEpPTHOCTH.

NccnenoBanne 6b110 BbINOMHEHO B COOTBETCTBIN C NPUHLMNAMU XeNbCUHKCKOI [leknapawun. MpoTokon uccneaoBanus 6bi1 0406peH JI0KanbHbIM 3TU4ECKUM

komutetom (JI9K) BCex yupexxpeHnii.
ABTOpbI 3aABNIAKOT 06 OTCYTCTBUN KOH(INKTA MHTEPECOB.

KnioueBble cnosa: feTu, NpexaeBpeMeHHas CMepTHOCTb, NpeaynpexaeHine, CoLMoNornieckoe nccneaoBaqme.

Beryn

a maammu BOOJ3 (2017), y cBiTi nepeBakHa

Oinpuricts  (85,7%) mitell He [JOKUBAE
no m'stu pokis. loaus BigOysaetbest 15000 Bu-
MaJIKiB CMepTi ZiiTeil y Billl 10 II'SAITU POKIB, Mailke
TTOJIOBUHA 1INX BUTMAJKIB TPUMALAE Ha [iTEH, IO
MMOMUPAIOTh TPOTSITOM IEPIIOrO MiCSIsS KUTTSL.
I xoua mporpec y CKOpOYEHHI AUTSIYOI CMEPTHOCTI,
y TOMY YHUCJI Y Billi /10 TI'ITH POKIB, y BCbOMY CBIiTI
fijle HapOCTAlOUMMU TeMIIaMU, BOHA IPOJIOBKYE
3aJIUILIATUCS OAHIEIO 3 MPOBIAHUX pobIeM, 36epi-
rafoud AMCIIPOIOPINI MK perioHaMH i KpaiHamu
B TOMY, III0 CTOCYETHCS ITOKA3HUKIB CMEPTHOCTI
cepeq IiTeil MoJToIIIe T1'ITH POKiB, HEPIBHICTH BCe-
peauti KpaiH, mo ob6ymoBiieHa TreorpadidHM
HOJIOKEHHSAM a00 COI[iabHO-eKOHOMIUHKMM CTaTy-
coMm (3 1990 p. rrobanbHuil KoedilieHT CMEPTHOCTI
JiTell y Billi 10 1'SATH POKiB 3HM3UBCS HA 58% —
3 93 BunazakiB cMepTi Ha 1000 KUBOHAPOIKEHNUX
y 1990 p. 10 39y 2017 p.) [1,2,5]. [Tpu ibomy 6isib-
e TIOJIOBUHUM BUIIAJKIB CMEPTi IiTell y Billi 10
I'ATH POKIB BUKJIMKaHi XBopobamu abo BimOyBa-
I0TBCST Yepe3 CTaHW, sIKUM MOKHa 3armobirti abo
JIKYBaTU 32 HasBHOCTI JIOCTYIy [0 TIPOCTHUX
1 IOCTYTTHUX 32 BaPTiCTIO 3aX0/1iB (HATIPUKIIAI, TIPU-
GJIMBHO 45% BUIAKIB CMEPTI AiTeil y Billi 10 1'aTh
pokiB moB'si3aHi 3 xapuyBanHsM) [1,6,12,13,18].
[Tpuiinari OOH y 2015 p. Ilini B ramysi cramoro
possutky (IICP) crpsimoBani Ha 3abe3redyeHHsT

3I0POBOTO CIIOCO0Y JKUTTSI Ta CIIPUSHHS 0JIaroro-
JIyUYIO BCiX fiiTeit, 3o0kpeMa Llisib 3 mosisarae B Tomy,
11106 710 2030 p. nokacTy Kpaii 3amobiKHIl cMepT-
HOCTI HOBOHAPO/KEHUX 1 iTel y Billi 10 II'ATH
pokiB [7,10]. 3aBmanus LICP crocoBHO >kiHOK
i mireit Gysmu BimoOpaskeni i y HOBill [oGanbHii
cTpaTerii OXOPOHU 3I0POB'd SKIHOK, MiTel 1 mif-
mitkiB (TmoGampHiit crparerii BOO3), sika 3axiu-
Ka€ TOK/JIACTH Kpail 3amo0GiKHI CMEPTHOCTI fiTeil
IIJISTXOM BXKHUTTST 3aXO0/1iB 1T0/I0 BUHUKAIOYUX ITPio-
PUTETIB Y LIAPUHI 3[I0POB'ST IiTeH, [IJIs1 4OTO JlepKa-
BaM-4JieHaM HeOoOXi/IHO BCTAHOBUTHU BJIACHI 11iJIbOBI
HOKA3HUKH, PO3POOUTH KOHKPETHI cTpaTerii CKopo-
YeHHd AWTSY0l CMEPTHOCTI Ta BiJCIiAKOBYBaTH
CBil TIpoTpec y crpaBi 1 CKOPOUEHHS, TAaKOK BOHUI
MatoTh 3a0€31eYnTH 3arajibHe OXOILICHHST HaceJIeH-
HS TIOCJTyTaMU OXOPOHU 3/I0POB'Sl, Y TOMY YHCJII
3aXUCT BiJl (DIHAHCOBUX PUBUKIB, JOCTYII /IO SIKiC-
HUX OCHOBHHUX MEJIUKO-CAaHITADHUX IOCTYT
Ta J0CTyN A0 Oe3neyHunX, eGeKTHBHUX, SKICHUX
i HEJOPOrUX OCHOBHUX JIIKAPCHKUX 3acO0iB i Bak-
IIUH [T BCiX, a TaKOK HAPOIIYBAaTU ITOTEHIAJ
I[0/I0 PAaHHBOTO TIONIEPEPKEHHS], 3HUKEHHST PU3U-
KiB 1 peryjoBaHHS HalliOHAJbHUX 1 TJI00aJbHUX
pusukiB g 3mopos'a [4,8,11,14]. docarnenns
CYTTEBOTO CKOPOYEHHH JAUTSIY0I CMEPTHOCTI, BUKO-
HaHHs 3aBianb IICP Ta 3axouis Iio6anbHOI cTpa-
TeTii OXOPOHU 3I0POB'S KIHOK, MiTeH 1 MiATITKIB
BHUMArae, mnepeiycim, 3MillHEHHS CHCTEM OXOPOHU
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3M0poB'st Kpain (OinbImTicTs KpaiH CBiTY, y TOMY
ypcsi YKpaina), Jie KI04OBY pPoJib y 3a0e3ledeHHi
TPOMAJICHKOTO 37I0POB'S BifiTpae MepBUHHA MeN-
KO-CcaHiTapHa JI01TOMOra, 1110 OpraHi3oBaHa 3a IPUH-
LUIIOM JIiKapsl 3arajibHOl IIPAKTUKU — CIMEHHOro
gikaps (JISIT-CJI), aigapHicTh SIKOTO Ma€ cIupa-
THCh Ha HAYKOBO OOTPYHTOBaHi i 10Be/eHi edek-
TUBHI (hopMuU opratizaiiii po6oTH ycTaHoB i (axis-
IiB TIEPBUHHOI JIAHKW 3 ypaXyBaHHSIM Cy4acHOI
cutyaiii i HamioHaabHUX ocobsmBocteir [9,10,
14,15]. Jlikap 3araabHOI NMPaKTUKK — CiMEHHMIT
JIiKap Ma€ po3MINPEHNH Aiama3oH (GyHKIIH 3a paxy-
HOK BBeJICHHS JI0JJaTKOBUX BUJIIB 1 0OCATIB MeIny-
HOI JIOTIOMOTH Y BY3bKONPOMIIBHUX HAIPIMAX,
a TaKo)X 32 PaxyHOK PO3NIMPEHHS KOHTHUHTEHTY,
SAKHIT 0OCIYTOBYEThCs, — HaJlaHHsI MEAUYHOI 10110~
MOTH He TIiJTbKU JOPOCTIOMY HaCEJeHHIO, aje
U IiTIM Ta MATTKaM. Y 3B'SI3KY 3 IIUM ITITOTOBKA
JI3TI-CJI mae 6yTi Takoro, o6 BiH Mir, TOpsi i3
CYTO JIIKYBaJIbHOIO pOOOTOIO, 3aiiMaThCst TIPOdiTak-
TUKOIO, BUKOHYBAaTU COIIaJbHO-TICUXOJIOTTUHY
dbynkiito 1 3aliMaTucd BUPIMIEHHSIM TUTaHb
COTIAaZTbHOTO 3aXWCTy TAIli€HTIB. €BPOMENCHKIM
JI3II-CJI nputamaHHa TOPIBHSIHO BUCOKA 3aJTyde-
HICTh /10 HAJAHHS TIOCAYT 3 TIJIaHyBaHHS CiM',
cepemHsd 3aTy4eHICTh — Y TeIiaTpudHe cIocTepe-
JKEHHSI Ta IMyHOITPO(UIAKTHKY, 1 MiHIMAJIbHA 3Ty -
YeHicTb — Yy Tririeniune HaB4yanusg [3,14,16,17].
Tomy i moci, Topsiz i3 oNTyKoM e(heKTUBHOI cHcTe-
MU TIOTIEPE/UKEHHST [UTSIY0l cMepTHOCTI (y TOMY
yucai B YKpaifdi), akTyaJbHUM 3aJUTIAETHCS
[MUTaHHSI BU3HAYEHHS ONITUMAJIbHOI 1 (DYHKITIOHYIO-
4ol CHCTEeMHU OpraHisailii IepBUHHOI MeJIMKO-CaHi-
TapHOI IOTIOMOTH JiTSIM.

Pesysbrat ocTaHHIX AOCTiKeHb (32 JaHUMU
BOO3) crany mnepBuUHHOI MeaWKO-CaHiTapHOI
JIOTIOMOTH Ta SIKOCTI 11 HaJlaHH4 CBiYaTh PO HEHa-
nexue orinoBanHs JI3TI-CJI crany 6araTbox XBO-
puXx [iTeil, HEHAJAHHS HAJEKHOTO JIKyBaHHS
i mpaBuiabHUX TOpag OaThbKam, BiCYTHICTH abo
Hea/lleKBaTHICTh  JIIaTHOCTUYHOI  MATPUMKHU
(pamiosoriui, 1TabOpaTOPHI MOCTYTH TOIIO), JKiB,
YCTaTKyBaHHS, IO YHEMOKJINUBJIOE HAlAHHA SKiC-
HOI oriomoru xBopuM fitam [3,6,7,14]. s supi-
HIEHH Ii€l TpoOIeMu 1 CTBOPEHHST KOMILIEKCHOTO
MAXOMYy 70 OXOPOHU 3I0POB'ST NiTel, y IeHTpi
SKOTO 3HAaXOJAUTHCS 37I0POB'S TUTUHU B IIJIOMY,
nmouynHaiouyn 3 TepBuHHOrO piBHA, BOO3
i IOHICE® po3pobuin cTpateriio MmiJ Ha3BOMO
«IHTerpoBaHe BelNeHHS XBOPOO AUTSYOTO BiKY
(IBX/IB)», mo Bkiovae K npodiakTUYHi, Tak
1 JIKyBaJbHI €JIeMEHTH, SIKi 3AIHCHIOITHCI SK
ciM'sIMH Ta TPOMaJIaMH1, TaK 1 MEAMYHIMU 3aKJIaja-
Mu. MeToro cTparerii € CKOpOYEHHS YnCJia BUTIA/I-

KiB cMepTi, XBOpoO Ta iHBaJiHOCTI Ta CHPUSIHHS
KpalioMy POCTY 1 PO3BUTKY [iTell y Billi 0 IT'ATU
pokiB. Crpaterist IBX/IB mae crpusitu TounHoMy
BU3HAYEHHIO AUTSYNX XBOPOO Y MOJIKJIiHIIl, 3a0e3-
MEYNTH HajleskHe KOMOiHOBaHe JIIKYyBaHHSI BCiX
OCHOBHHX XBOPO0, MOKPANIUTH KOHCYJbTYBaHHS
0cib, sIKi 3/[ICHIOIOTH OIS/ 34 JAITHMU, i TPUCKO-
PUTH CKEPYBaHHS BaKKO XBOPHX JiTEH 110 HEOoOXiI-
Hux Gdaxisiiis [2,5]. Y nomamnrHix yMoBax cTparTerist
Ma€ CTUMYJIOBATU 3BEPHEHHS IO HAJEKHY OIO-
MOTY, CIIPUSTH KPAIOMY XapudyBaHHIO Ta TPOi-
JIAKTUII, & TAKOK TTPABUIBHOMY BUKOHAHHIO JIiKap-
cpkux npunmcis [2,12,13,18].

3 ypaxyBaHHSIM BUIIEHABEIEHOTO, aKTYaJIbHUM
MMATAHHAM [JI CKOPOYEHHS JUTSIYO0I CMEpPTHOCTI
3aJIUIIAETHCsT 3a0€3I€UEHHS SIKICHOI TTiITOTOBKU
JI3II-CJI, opienToBanoi Ha HaZaHHI MeTUIHOI
MOTIOMOTH  MTSM Y PpaMKaX 1X KOMIETEeHIIil,
CTBOPEHHS HOPMAaTHMBHOI Gasu 3i craHgapTU3allii
OCHOBHUX MEIWYHUX TIOCTYT 3a YyHi(DiKOBaHUMU
KJIIHIYHUMU TIPOTOKOJIaMHU, SIKi TTOBUHHI HAa/aBaTH
IiTAM JiKapi 1ie€i crenianbHocTi. [e ctocyerbes sik
JIIKYBaJIBHO-IIaTHOCTUYHOTO TIPOTIECYy B paMKax
MEINYHOTO CYTIPOBOY [IiTeld, Tak i TmpodimakTiy-
HOTO CIIPSIMYBaHHS, 3HAHHS JIIKAPCHKOI TAKTUKH Ha
MTepBUHHOMY PiBHI HATAHHS TOTIOMOTH Ta OpraHisa-
il parioHaJbHOTO MapIIPYTy XBOPOI AUTUHU
mo ¢axiBIgX BHUINIUX PiBHIB HaZaHHI MeIUIHOL
JTIOTIOMOTH, BITPOBA/IKEHHS CUHIPOMATBHOTO TTi/IX0-
Iy 10 Be[leHHs JIiTell 3 TaTOJIOTIYHUMU CTaHAMMU, 1110
HAWOIIBIIT YaCTO 3yCTPIYAOThCs, 1 T03BOJISIE TIPHii-
HATH TPaBUJIbHE iarHOCTUYHE PIillleHHS Ta TIpHU-
3HAUUTHU PAIliOHATbHY [IOCTYIIHY CTapTOBY Tepa-
mifo i crocrepe)keHHs MaJeHbKUX TAIlEHTIB [3,5,
14,16,17].

B Ykpaini 3aranom BuzHaueHi HalIpsIMK cTpare-
riynoro pecdopMyBaHHS CUCTEMU OXOPOHU 37I0-
POB'sl, y 3B'SI3KY 3 UMM OJHUMM 3 HAUTOCTPININX
[UTaHb /111 OOTOBOPEHHST 3a/IMIIAIOTHCS TTUTAHHS
Tepexoy TEePBUHHOI MeAiaTpUIHOI AOTIOMOTH Ha
3acafii CiMeHHOI MeIUIIMHU Ta SKOCTI CcriocTepe-
sxerns piteit JISII-CJI, Tomy BasKJIMBO HAJATOUTH
cuctremy HaBuanus i nepenHasuanusg JI3II-CJI
3 aKIIEHTOM Ha ITe/liaTPUYHy MPAKTUYHY JiSAJIbHICTD,
JUIST 9OTO OCOOJIMBO BaKIMBUM € BUBYECHHS TOTOB-
Hocti ykpaincekux JI3II-CJI no monepemxenHs
repe/4acHol cMepTi /liTe.

Mema poGoTu: BUBYMTH Ta MpOAaHATI3yBaTH
piBenb 3uanb JI3II-CJI i3 nonepeKeH s mepeadac-
HOI CMePTI ZiiTeld Ta BUSHAUMTH IILJISIXH T ABUIIIEHHS
PiBHS 1X iH(OPMOBAHOCTI 3 TAHOTO TTUTAHHSI.

Hocnipkennda nposesieHe B paMKax BUKOHAHHS
H/IP «HaykoBe o6rpyHTYBaHHSs i po3poOKa crcTe-
MU 3aXO[iB TIO ONTUMI3aIlii eheKTUBHOCTI MeInd-

ISSN 2663-7553 Modern pediatrics. Ukraine 5(101)/2019 59



Yntamte Hac Ha canTe: http:/med-expert.com.ua

HOI JOTIOMOTU MaTepsM i HOBOHAPO/KEHUM B YMO-
Bax perioHasisallii neprHaTaJbHOI JTOMOMOTH»
Y «YxpaiHCbKUIT 1HCTUTYT CTPATETiYHUX JIOCJi-
mxenb MO3  Ykpainu», Ne gepskpeectpariii
01170002419, crpoku Bukonanus 2017-2019 pp.

Marepiaj i MeTOAM TOCIIiKEHHS

JlocutijizkeHHST TPOBOINIIOCS 3a CIEliaIbHO PO3-
POOJIEHOI0 aHKETOIO, sIKa 3aTBEP/KEHA PIlIEHHSIM
kowmicii 3 Gioeruku J[Y «YkpalHCbKU iHCTUTYT
cTparerivanx gocraimkenb MO3 Ykpainus.
Byno ommurano 400 JISII-CJI, gki mpokmBaioTh
y M. Kuesi, KuiBcbkiii Ta 3akaprarchbkiit 061acTsix.
[Ipomec 3amoBHEeHHS aHKeT Ta iX OMpPAIIOBAHHS
3abesmeuyBaB 30epekeHHsT KOHMigeHIIHHOCTI
iHopMmallii Mpo PecroH/IEHTIB.

[Ipn poBeneni COIIOMOTIUHOTO AOCTiKEHHS
NOTpUMaHi TpuHIUNU [eabCiHCHKOI AeKJapariii,
npuiinsaroi TenepaibHoio acambiecio BeecBiTHBOL
MenmaHoi acomiarii (1964—2000 pp.), KomBentrii
paau €BpOIM PO TIpaBa JIOAMHNA Ta OloMeaUINHY
(1997 p.), €Bpomnelicbkoi KOHBEHIIiI 3 BUKOPH-
CTaHHST XpeOEeTHUX TBAapWH sl €KCIEPUMEHTIB
(1986 p.), Bigmosiznux nosnoxkenb BOOJ3, MixHa-
POJTHOI paii MEIMYHUX HAYKOBUX TOBAPUCTB, MiXK-
HapOIHOTO Kojekcy memamuHoi etuxku (1983 p.)
Ta YMHHOTO 3aKOHO/IAaBCTBA Y KPalHU.

Tabauys 1

AaHi npo onuTaHux
y xopai couionoriyHoro aocnipxeHHs J1I3M-CIN

Tabnuys 2
PiBeHb camoouinku JI3M-CJ1 ocoObucTux 3HaHb
Ta NPaKTUYHUX HABUYOK i3 NonepemKeHHs
nepenvyacHol cMepTi aiten

MokasH1K | A6e. |  Pim%
PiBeHb TeopeTUYHOI NiaroToBKu
[o6pwii 24 6,00+1,2
3aa0BinbHUIA 105 26,25+2,2
HepocTaTHin 164 41,00+2,5
Bkpait HegocTaTHiv 107 26,75+2,2
PiBeHb NpakTW4HOI NigroToBKM
Ho6puii 21 5,25+1,1
3a00BinbHUiA 98 24,50+2,2
HepocTtaTHin 172 43,00+2,5
Bkpait HegocTaTHiv 109 27,25+2,2

MokasHuk | Aéc. | %
Micue po6oTtu
Micto 263 | 65,75
Cinbcbka MicueBicTb 137 | 34,25
Bik
[o 30 pokis 54 | 13,50
31-40 pokiB 81 | 20,25
41-50 pokis 80 | 20,00
51-60 pokis 97 | 24,25
61 pik i crapLue 88 | 22,00
Cratb
Yonos.ik 69 |17,25
JKinka 331 | 82,25
Bwup nigrotoBkm
IHTepHaTypa i3 3aranbHoi NiKapCbKoi
npaIETVIKI/}II p_ cimenHoi Me,umuMFl)-M 107 | 26,75
Cneuianizauist i3 3aranbHoi nikapcbKoi
I'IpaII(-lTVIKVI _Ll CiMEenHoI MGJJ,I/ILWIHE 293 173,25
AtecTauiiHa karteropis
Buua 154 | 38,50
Mepwa 131 | 32,75
Opyra 82 | 20,50
CepTudpikar 29 | 7,25
He aTecToBaHui 4 1,00
Tvin 3aKknagy OXOpPOHW 3LOPOB's, Ae Npautoe
Jlikapcbka ambynaropis 363 | 90,75
MonikniHika 37 | 9,25

Jani ipo onmranux JI3I1-CJI HaBeneno B tabr. 1.
SIK BUHO 3 TabJIMIL, TIepeBaskHa OiJIbIIICTh PECIIOH-
JIEHTIB TpaIiooTh y Mictax (65,75%), MaioTh
Bik crapmie 40 pokiB (66,25%), xinku (82,25%),
HaBuasnucd mnpodecii Ha Kypcax creriamisarii
i3 3arajpHoi JIKapchbKOi TPaKTUKA — CiMerHol
meaunmtn (73,25%), arectoBani Ha BunLy (38,50%)
ta nepiiy (32,75%) atecrartiiini kateropii i mpaitio-
I0Th y JiKapchKux amOyatopisix (90,75%).

Pe3yabTaTi JOCHIZKEHHS Ta iX 00rOBOPEHHS

Ha mouaTky gocmiaskeHHS BUBYAIOCS MTUTAHHS
camoorttinku JI3II-CJI cBoix 3HaHb Ta MPAKTUYHUX
HaBUYOK 3 TIOTEPEeMKEHHSI TepeadacHol CMepTi
miteil. AHasi3 HaBeseHUX B TabJ1. 2 JaHUX BKa3ye
Ha Te, 0 BHUCOKO OLIHWJIU PiBEHb CBOIX Teope-
TUYHUX 3HAaHb 3 TUTaHb TOTIEPEIKEHH TIeperdac-
HOi cMepTi fiTedt Tinbku 32,25+2,3% pecrnoH/IeHTiIB,
B TOW Yac $K BKpail HeJOCTAaTHIMU BBaXKalOTh
CBOI TeOPEeTWYHiI 3HAaHHI 3 JJaHOTO THUTaH-
Ha 26,75+2,2% onurtanux. PiBeHb TpakTUUHOI
migroroBku 29,75+2,3% onuraHux OLIHWIN Ha
«mobpe» Ta <«3aloBLIBHO», a 27,25+22% —
K BKpail HegocTaTHii Ta 43,00+£2,5% — gk Heno-
CTaTHI.

Jlasti OyJ10 BUBYEHO Ta MPOAHATI30BaHO TTHTAH-
Ha mono camooiinku JI3II-CJI ocobucTux 3HaHb
Ta MPaKTUYHUX HABUYOK 3 TAKTUKU il TIPW OKpe-
MHX CTaHaX, sKi 3arpoKyiOTb KUTTIO JUTUHU
(tabu. 3). Haiikpaiie cBoi TeopeTHYHI 3HAaHHS pec-
TTOH/IEHTH OIIHUN 3 TaKUX TUTaHb, K TOCTPUH
6istb y skUBOTI (26,25+2,2%), 6110BOTA Ta KPUBaBa
6mosora (18,50+1,9%), cymomu (17,25£1,9%),
a TPaKTUYHI HABUYKU — IIPU TOCTPOMY OOJIIO
B skuBoTi (27,25%£2,2%), 6moBoti (19,00£2,0%),
kpuBasiii 6ioBoTi (16,25+1,8%).

Ak BKpail HeZOCTATHIN JIiKapi OIiHWIN PiBEHD
CBOIX TEOPETUYHUX 3HAHb TPU TaKUX CTaHAX,
IK uepemHo-Mo3koBa TpaBMa (12,25%1,6%),
roctpa acdikcis (9,25+1,4%), omiku Ta omiku
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Tabnuys 4
Oxepena Ta 6axxaHHa oTpumaHHs JI3M-CJ1 3HaHb
i3 nonepep>XeHHs nepeanvYacHol cMepTi aiten
i TAaKTUKM Al NPY XXUTTEBO 3arpo3/IMBUX CTaHax

Moka3Huk | AGc. | Pm%
[xepena oTpuMaHHs iHbopmadii

Y npoueci HaB4aHHSA B iHTepHATYpI 104 | 26,00+2,2
Y npoueci NpoxomxXeHHs crnevjianizauii 209 | 52,25+2,5
Kypcu TeMatnyHoro yooCcKoHaIeHHs 32 8,00+1,4
MepepaTtecTauiiHi LMKn

rli,ugl/lﬂ.leHHﬂ KLé;aniqL)liKauiT 46 | 11,50:1,6
CraxyBaHHs Ha pobovomy MicLi 29 7,25+1,3
CneuianbHi TpeHiHrn 47 | 11,75+1,6
HaykoBi koHbepeHLUii 9 2,25+0,7
HaguanbHa nitepatypa 211 | 52,75+2,5
HaykoBa nitepatypa 72 | 18,00+1,9
MeToauyHa nitepatypa 183 | 45,75+2,5

BaxaHHs npoxoauTu HaB4YaHHS
Mae 6axaHHs HaB4aTucs 358 | 89,50+1,5
He mae 6axaHHsi HaB4aTucA 17 4,25+1,0
He Bu3Haumeca 25 6,25+1,2
Haw3py4Hilwmi cnocié HaB4aHHs

Kypcy TemaTyHoro yAoCKOHaNeHHs 269 | 67,25+2,3
CraxysaHHA Ha pobo4omy MicLi 207 | 51,75+#2,5
CneuianbHi KOPOTKOTPUBANi TPEHIHMM 264 | 66,00+2,4
CneuianbHa MeTognyHa nitepatypa 172 | 43,00+2,5
CneujanbHa HaB4ansHa nitepatypa 154 | 38,50+2,4
CnevujansHa HaykoBa nitepatypa 82 | 20,50+2,0

mxanbHuX nuistxiB (8,5+1,4% Ta 8,0+1,4% Bimro-
BifHO), cymomu (7,75+1,3%).

Haitmentire JI3II-CJI BosIoiI0Th TPAaKTUYHUMEI
HaBUYKAMU 3 HA/IAHHS MEIUYHOI JIOTIOMOTH JIITSIM
npu  4epenmHo-mMo3koBiit Tpasmi (16,0+1,8%),
kpymi (15,5£1,8%), omikax auxajbHUX MIJISXiB
(11,5+1,6%), cynomax (10,5£1,5%).

HacTtymanmMm KpoKoM IOCTIKEHHS CTaJo BUB-
YeHHs [TUTaHHs MO0 [UKepes Ta OaskaHHSI OTPH-
manmg JISIT-CJI 3nanb i3 momnepemKens mepemqdyac-
HOI CMEPTi [iTell Ta TaKTUKW MAiil TIPU JKUTTEBO
3arposJIMBHX CTaHAX Y MPOIeci be3repepBHOI iCJIs-
JMTUIOMHOI OcBiTH. Pecrionzentam GyJ0 3a1porio-
HOBAHO BIJITTOBICTU Ha TPU MUTAHHS: TIPO JKepea,
3 SIKMX BOHU 3a3BUYAil OTPUMYIOTH iH(OpMAIliio i3
TIoTIEPEKEHHS TIePeIaciol CMePTI [iTel Ta TaKTH-
KU JIif TTPU SKUTTEBO 3arPO3JIMBUX CTaHAX, ITPO IXHE
GaskaHHSI [IPOXOJMTH HABYAHHS Ta HAU3PYYHININI
crioci6 HaBYaHHS i3 3a3HaueHol mpobsemu (Tabur. 4).

Anauiz HaBegeHux y TabJ. 4 JaHUX BKa3ye Ha
Te, 1o 26,0£2,2% onuraHuX CBOI 3HAHHS OTPUMAa-
JIV TIi T Yac HaBYAHHS B iHTepHATYpi, a 52,25£2,5% —
y TIpolleci poxo IKeHHs crertiasizaiii. OcHOBHU-
MW JKepeJIaMy OTPUMaHHs iHdopMaltii y micis-

MUTIIOMHUM TIepiof] MATOTOBKU CTaJIN HaBUYATbHA
giteparypa (52,75%£2,5%), MeTouuHa JiTepaTypa
(45,75+2,5%), naykona Jiteparypa (18,00£1,9%).
XouyTh OTPUMYBATH 3HAHHSI 3 TOIEPEIKEHHS
rnepeyacHol cMepTi AiTell Ta TaKTUKU il 1mpu
JKUTTEBO 3arpo3auBuX cranax 89,50+1,5% ommra-
Hux. Haiispyunimumu crocob6aMu HaBYaHHS
PECIIOH/IEHTH BBAXKAIOTh KypPCU TEMaTHIHOTO
ynockonasenus (67,25+2,3%), cremiaibHi KOpOT-
kotpuBaii tpeninru (66,00+£2,4%), craxyBaHHs
Ha poboyomy micti (51,75£2,5%).

Bask/mBuM 3aBIaHHSAM AOCTiIKEeHHS OyJ0
BUBUYEHHSI 00CATY PO3'SCHIOBAJbHOI POGOTH,
sky nposozasTb JISII-CJI 3 6arbkaMu 3 THTaHb
30epesKeHHs 37I0POB'sl IiTeil Ta HABYaHHS TaKTHIIL
MPU 3arpo3JIMBUX JKUTTIO CTaHaX. Y XOJi Joc-
JiKeHHsT OyJI0 BCTAHOBJIEHO, MO Cepel YCix
ormutanux JI3II-CJI Tinbku 85 pecroHeHTIB
(21,25+2,0%) opranizyBamu pobOTy MIKOJU
BifmoBianbpHOro 6aThKiBCTBA, 3 HUX 63 JI3II-CJI
(15,75£1,8%) Ha 3aHATTAX y JaHill MTKOJ HaBYa-
i OaThbKiB TaKTUI il IPU 3arPO3JIUBUX KUTTIO
qiTenl craHax.

BucHoBku

Pesyabratu mposeienoro cepex JISIT-CJI cortio-
JIOTIYHOTO JIOCJI/I)KEHHSI 3 METOK BU3HAYEHHS
iXHIX 3HAHb MO0 ITOTEepe/KeHHs TepeadacHol
CMepTI JiTell Ta TAKTUKU il Y JKUTTEBO 3arPO3JIH-
BUX JIJIST IUTUHU CTAHAX [TOKA3aJIN HU3bKUH PiBEHb
CaMOOTIIHKN PECTIOHIEHTaMHU CBOIX TEOPETUIHUX
3HAHb i MPAKTUYHUX HABUYOK 3 JIAHOTO MUTAHHS.
Maiorh GaskaHHSI OTPUMYBATH 3HAHHS 3 IOIEpe-
JUKEHHS TepeIacHoi CMepTi iTel Ta TAaKTUKH il
MPU CTaHaX, sIKi 3arpoKytoTh KUTTIO, 89,50£1,5%
orutanux JI3II-CJI. Haitspyusimmmu criocobamu
HaBYAHHS BOHHM BBAKAIOTh KyPCU TEMATHUYHOI'O
yrockonanenus (67,25+2,3%), creriaabHi KOpOT-
koTpuBaJi tpeninru (66,00+2,4%), craskyBaHHs Ha
pobouomy wmicii (51,75+2,5%). BoaHouac pos'sc-
HIOBaJbHA Pobota, siky mposoxasth JI3IT-CJI
3 GaThbKaMU 3 IUTaHb 30epesKeHHs 310POB 'S AiTeil
Ta HaBYAHHSI TaKTHUIll TIPU KUTTEBO 3arPO3JIUBUX
CTaHaX, 3aJIMINAETHCSI HA HEJIOCTATHbOMY pPiBHI
(21,25+2,0% onuranux JI3II-CJI opranizyBain
po6OTY MIKOJM BiANOBiZATBHOrO OGaThbKiBCTBA,
15,75+1,8% pecrionienTiB HaBYai GATHKIB TAKTH-
111 I} TTpY 3aTPO3JTMBUX SKUTTIO JITEH CTaHaX).

Aemopu 3a56150mMb NPo GI0CYMHICMb KOHPLIK-
my inmepecia.
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Child microbiome and factors influencing its
formation

More then 18 years have passed from the time
when there was formulated the scientific definit-
ion of microbiome as a unique human organ,
which comprises microbe communities of diffe-
rent ecologic niches [150]. Since then, the study
of microbiome has begun with great progress.
In particular, many investigations with very inte-
resting results have been done in the framework
of the Human Microbiome Project [244].
When realizing this project, a great number
of microbiome characteristics has been obtained,
microbiome has been shown to influence diffe-
rent processes of the human organism, including
metabolic brain mechanisms [19, 35, 39, 40, 59,
63, 73, 77, 83, 226, 227, 245, 258, 268, 269, 275].

Of special interest are the questions of the micro-
biome formation in children, as the growth and deve-
lopment of the child organism and its health in further
life depends on how this process is physiological.

Initial microbiome formation in the child bio-
topes has its characteristic specifics that signifi-
cantly distinguishes from others tissues, organs
and systems.

This process occurs mainly at the perinatal and
infant age; it is under the influence of many factors,
in particular, the state of mother microbiome, featu-
res of infant feeding, mother diet during pregnancy
and breast feeding, quality of breast milk, applica-
tion of medicamental therapy (especially antibio-
tics), the state of environment etc.

Resent experiments have cast doubt on the pre-
vious notions about sterility of the fetus during pla-
cental period. Classical conception that the first
contact of the child organism with microbes occurs
in maternal generative passages was shaken. In a
number of studies, convincing evidences have been

obtained that the process of microbe system forma-
tion begins as early as during the period of intraute-
rine development of fetus due to the presence of
unique placental microbiome in the organism of
pregnant woman, which existence has not been
even suspected not very long ago.

First information that the microbiome may
be formed in mammals still before the birth appea-
red in 2008. Researchers from Complutense Uni-
versity of Madrid added milk with marked micro-
organisms into the food of pregnant mice. One day
before estimated delivery date, the mice were
underwent cesarean section in sterile conditions;
in newborn mice, meconium was analyzed and
marked bacteria were revealed in it [119].

In 2009, American researchers isolated bifido-
bacteria and lactobacilli DNA from placenta
of 34 women [220]. As far as living microorganisms
were not detected by cultivation on nutritional
media, the authors supposed the translocation
of nucleic acids through placental membrane.
According to the researchers, nucleic acids, revealed
in placenta, might promote much earlier develop-
ment of Th-1-type immune mechanisms through
activation of Toll-9-like receptor [220].

The ability of pregnant women microbiota
to overcome placental barrier was convincingly
proofed in 2012 by a group of scientists from the
University of Valencia that discovered bacteria
from the genera Lactobacillus and Escherichia
in meconium of 20 newborns [100]. At that, lacto-
bacilli dominated approximately in half newborns
and escherichia prevailed in the other half. Depen-
dence between lactobacilli and escherichia
from different external factors and physiological
features of mother organism were not clearly
ascertained; however, the authors assumed that
the content of newborn microbiome depended
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on the life style of pregnant woman, her diet and
physical activity [100].

Later, the presence of microorganisms in meco-
nium was confirmed by other researchers [92, 178,
236]. The authors of these studies have shown that
the predominance of opportunistic microorga-
nisms in meconium was associated with the infant
predisposition to allergic and respiratory diseases.

Transitory colonization of germ-free mice during
pregnancy assured innate immunity maturing
in their germ-free offsprings, which gave better
defense against infections [90]. Infections play an
important role in disorders of the child develop-
ment; therefore, these results suppose that translo-
cation of microbe products from mother to her fetus
may be very important for the immunity maturation
and, possibly, for the child development after birth.

In 2014, researchers from Texas children's hos-
pital in Houston identified genetic sequences of
bacteria from placenta in 320 women. Tissues were
taken at once after birth on the inside of placenta,
therefore, the samples did not contact with the
microbiota of parturient canal. In these tissues, a
surprisingly wide array of bacteria was discovered.
This testifies to the existence of a unique placenta
microbiome, which, undoubtedly, is very important
for the fetus development and further formation of
the child microbe system [20].

Metagenome analysis revealed five basic types of
adult human microbiome: Firmicutes, Tenericutes,
Proteobacteria, Bacteroidetes and Fusobacteria [20)].

Unexpected was the fact that these microorga-
nisms differed from the women intestinal and vagi-
nal micro-symbionts; they were identical to the
bacteria widely present in the biocenosis of oral
cavity. In view of such differences between placen-
tal microbiomes in women that carried a full term
child and that had preterm child (up to 37 weeks of
pregnancy), the conclusion was suggested that
pathological placental microbiome might be a risk
factor of the preterm delivery. Besides, there was
shown that the content of placental microflora
is under the negative influence of the infectious dis-
eases, which the mother had berore delivery; these
are mainly infections of the urinary tract in the first
trimester of pregnancy [262].

It should be noted that microflora of oral cavi-
ty was already found in amniotic fluid earlier.
Thus, in 2002, fusobacteria and streptococci, iden-
tical to the microflora of oral cavity, were isolated
from amniotic fluid of pregnant women with plan-
ned cesarean section. Then, the researchers sup-
posed that amniotic fluid was infected with oppor-
tunistic microorganisms, because of their translo-

cation from oral cavity through bloodstream,
and proposed to consider this phenomenon as
a marker of pregnancy complications [32].

Recently, a group of Australian researchers
from the Edith Cowan University and the Univer-
sity of Western Australia also confirmed the avai-
lability of microbes in placenta, amniotic fluid
and newborn meconium. In these microbiomes,
a wide spectrum of bacteria was determined that
were widely spread on skin, in oral cavity and
human intestine [236].

Undoubtedly, inherent placental microbes
carry out a significant influence on the growth and
development of the fetus and on its microbiome.
This indicate more large influence of the woman
microbiome on her child health than it was suppo-
sed earlier. Moreover, the results obtained are
an additional evidence of the close interconnec-
tion between the organism local biocenoses; the
last are united into a single microbe ecological
system that takes part in different functions and
reactions of other organs and systems and provi-
des and maintains homeostasis.

Therefore, in normal conditions, child adapta-
tion to the life in the world of microbes begins long
before birth; furthermore, intrauterine microbe
surrounding influences both fetus development
and physiological state of birth as well as postna-
tal health of the child. Contact with symbiotic
microorganisms already in the mother's womb
is a major mechanism of the long-term adaptation
of fetus and its immunological apparatus to the life
in the world of microbes, where the newborn finds
itself after the birth. In this connection, a matter
of great consequence may be the improvement
of woman microbiome well before pregnancy
with maintaining its normal state during pregnan-
cy and the period of newborn breast feeding, that
is, in the periods, when the microflora of woman
organism has the most effect on the establishment
of the child microbiome. In addition, attention
should be paid not only to the state of intestinal
and vaginal biocenoses, but also to all other bioto-
pes, including oral cavity.

Later on, during the birth and postnatally,
the child become actively colonized with mother
strains from other biotopes — intestine, vagina,
skin, breast milk.

As H. Makino et al. (2013) have shown, mother
intestine is the most important source for coloni-
zing her child with physiologic microorganisms,
in particular, bifidobacteria. According to the avai-
lable data, naturally born healthy infants, acquire,
during first three days after birth, from one to
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seven bifidobacteria strains from mother intestinal
microbiome [164].

Child gestational age is an important factor
that influences the process of colonization with
the formation of child microbiome. In premature
infants, colonization of mucous membranes with
symbiotic microorganisms passes frequently at
amuch slower rate; their biocenoses are more vari-
able and with lesser diversity in comparison with
healthy full-term children [85, 156, 164]. Accor-
ding to the available information, preterm birth
may be connected with disturbed microbiome
of mother [18, 51, 127, 206].

According to D.A. Chernikova et al. (2018),
microbiomes in preterm children differ by their
diversity depending on gestational age [51].
In such children, early colonizers of their biotopes
are often opportunistic representatives of the ge-
nera Staphylococcus, Escherichia, Streptococcus,
Enterococcus, Klebsiella, Clostridium, Candida etc.
[5, 15, 17,96, 118, 119]. At the same time, saccha-
rolytic anaerobes from the genera Bifidobacterium
and Lactobacillus, usual for intestine of healthy
full-term children, can not always be discovered
in sufficient quantity in feces of preterm children
[15, 164]. Delayed colonization and reduced
diversity of intestinal microbiota in preterm
children may be connected with their maintenan-
ce in aseptic conditions of intensive care units and
delayed feeding per os [156]. Besides that, large
application of antibiotics in such children also may
be an important factor disturbing microbiota
content [10, 11, 198]. In view of this, preterm chil-
dren may be more susceptible to disorders of gastro-
intestinal tract functions with development of
infectious diseases, for example, such severe patho-
logy as necrotizing enterocolitis [11, 37, 53, 180].

Mode of delivery plays a noticeable role in the
formation of adequate child microbiome. According
to data available, the fecal flora of naturally born
children is most similar to mother vaginal commu-
nities with dominance of the genera Lactobacillus,
Prevotella and Atopobium. Contrary, in children
with cesarean delivery, fecal bacterial content is
mostly close to mother skin microbiota with domi-
nance of bacteria from the genera Staphylococcus
and Corynebacterium [94, 118, 156].

On evidence of H.E. Jakobsson et al. (2014),
children with cesarean delivery (unlike naturally
born) had much lower microbe diversity in intes-
tinal biotope during first two years of their
life with slow establishment of populations
from the type Bacteroidetes and reduced Th1- res-
ponse [115].

Cesarean delivery children are often colonized
with potentially pathogenic clostridia species.
Such children microbiome contains low quantity
of bifidobacteria but bacteria of the species Clostri-
dium difficile are significant and appear in intesti-
ne already at the first days of life [198]. At the
same time, microbiome of vaginaly born children
contains rather high populations of bifidobacteria,
in particular, the species Bifidobacterium longum
and B. Catenulatum, with rare representatives
of the species Clostridium difficile [156, 198].

Last years, rather interesting correlations were
discovered between specific microbe taxons (espe-
cially from intestine microbiome) and the macro-
organism genotype [35, 40, 59, 91, 136, 227].
One such association was observed between
expression of mother gen fucosyl transferase-2
(FUT2) and the colonization of infant intestine
with bacteria of the genus Bifidobacterium. Infants,
born from mothers with absent secretion of this
enzyme (FUT2-/-), had delayed intestine coloni-
zation with representatives of the genus [28, 154].
As is well known, this genus encodes main com-
ponent adapted to metabolize oligosaccharides of
mother milk [24, 28, 234]. It should be noted that
bacteria Bifidobacterium play key role in mainta-
ining infant health due to regulation of intestinal
permeability and reduction of inflammation [52].

Last years, special attention has been given
to the proliferation of bifidobacteria of the subspe-
cies B. longum. spp. infantis in the newborn intesti-
ne. These bacteria are unique for the infant orga-
nism as they have in their genome a special cluster
of 43,000 bp [86, 151, 152, 229]. This cluster conta-
ins 30 genes and four of them are coding enzymes
that decompose breast milk oligosaccharides
to monosaccharides [86, 134]. This group of enzy-
mes contains sialydase, fucosidase, N-acetyl-B-he-
xosaminase and B-galactosidase.

According to E. Rosberg-Cody et al. (2004),
certain bacterial strains, in the content of healthy
infant microbiota, may produce conjugated iso-
mers of linoleic acid, which, as was shown, possess
antitumoral and anti-inflammatory properties
[216]. Infants born by cesarean section are devoid
mother vaginal and intestinal microflora in their
organisms; accordingly, such infants have much
prolonged and unhealthy formation of biocenoses
and more subjected to colonization by hospital
strains, dysbiosis development and infectious
diseases [4, 10, 11, 13, 18, 156, 277].

Therefore, early colonization is initiated by pla-
cental microbiome in uterus, but after birth, it is
defined mostly by microorganisms that are trans-
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located into the infant organism from vagina,
intestinal tract and skin of mother [85].

The mode of infant feeding is very significant for
the microbiome formation. Of great importance are
the first portions of colostrum that enter into the
infant intestinal tract immediately after the birth; it
contains not only valuable nutritious, immune and
bifidogenic factors, but also living microflora and
plays a large part in the formation of physiologic
microbiome [10, 45, 55, 66, 95, 110, 119, 146, 166,
179, 190]. It is estimated that 25-30% of infant bac-
terial microbiota comes from breast milk [193].

Oligosaccharides of breast milk play a special
part in the formation of healthy infant microbiome
with prevalence of physiologic bifidobacteria.
Mother milk/colostrum comprises 5-23 g/1 of oli-
gosaccharides [143, 280], which, at lactose-reducing
end, contain fucosyl and/or sialyl N-lactose-amine
units [41]. Joining of these units leads to the crea-
tion of more than 200 different structures of mother
milk oligosaccharides (HMOs), which distinguish
by their size, charge and sequences [41].

HMOs are known by their anti-adhesive pro-
perties — they may bind pathogen bacteria pre-
venting them from adhesion to targeted mucin oli-
gosaccharides or epithelial cells [184]. In particu-
lar, anti-adhesive activity of free HMOs was
described for pathogen bacteria Streptococcus
pneumonia [25], enteropathogenic E. coli [25, 56],
Listeria monocytogenes, Vibrio cholera [56], Sal-
monella fyris [ 56], as well as for human immunode-
ficiency virus (HIV) [106]. Presumably, glycoli-
pids and glycoproteins of woman milk also take
part in defense mechanisms against such patho-
gens as Pseudomonas aeruginosa [153], Noroviruses
[117], Vibrio cholera [18] and Rotovirus [273].

A number of molecules in mother milk and
colostrum supplement innate immunity and may
influence the content of child microbiome. Fatty
acids and peptides in the content of milk belong to
antimicrobial factors and some of them may be
activated at partial milk digestion [203, 241].
Local and system immunity of newborn may
also be modulated by such milk components as
secretory IgA, lactoferrin, lysozyme, lipoprotein-
lipase and soluble signal molecules [148]. Milk
is well known by its inhibiting action on pathogen
microbes, but it also exerts positive selective influen-
ce on symbiotic microbiota. Accumulating data testi-
fy that the child organism receives with mother milk
living bacterial cells and products, which promote
adjustment of tolerant responses in child [162, 199].

Earlier, an opinion has been generally accepted
that milk of healthy women was sterile with the

possibility of its contamination only with skin
microflora in the field of mammary gland, but late-
ly a specific microbiome of breast milk was disco-
vered. Its bacterial community, undoubtedly, per-
forms the important function in the formation
of child microbe ecologic system [28, 54, 79].

According to the results of a group of Spanish and
Finnish scientists, healthy woman milk contains
hundred species of different bacteria [167, 168].
At that, colostrum differs by the most diversity;
it contains more than 700 microorganisms [190].

A. Donnet-Hughes et al. (2010) showed that
dendritic cells of mucous membranes take part in
the process of the microbiota translocation from the
gut to tissues of mammary glands during the lacta-
tion period [66]. L. Fernandez et al. (2013) detected
some mechanisms responsible for the translocation
of mother microbiota into colostrum and breast
milk. According to the authors, this takes place
at the late pregnancy and during lactation period
with the participation of gut monocytes [79].

In the normal condition, breast milk microbiota
is an additional dose of physiologic bacteria that
enters per os the child digestive tract [79, 119, 166].
These bacteria protect the child from infections
and favor maturation of its immune system.
On the other part, dysbiosis of mammary gland,
due to proliferation of opportunistic microorga-
nisms, may cause development of mastopathy and
increase the risk of child contamination with harm-
ful microflora [79, 172].

Breast milk of healthy woman is an effective
natural synbiotic that plays an essential part
in the formation and optimization of the immune
system in postnatal period. During lactation
period, microbe content in milk changes and speci-
es diversity decreases; this associates with increa-
sing abundance of own infant microflora and,
accordingly, necessity in the inflow of new species
with breast milk lowers. At this stage, bifidogenic
and immune factors of milk may have greater
influence on the formation of microbiome
and immune system. Breast milk is also an impor-
tant source of secretory immunoglobulin (sIgA),
which is important for infant with its passive neo-
natal immunity [172].

Time of the first breast feeding and further
natural feeding substantially influence the forma-
tion of healthy child microbiome. During lactation
period, physiologic bacteria considerably cumula-
te on the surface of nipples and areolae of gland
in the feeding women; from here, they enter into
the milk and in child digestive tract and favour
the development of microbiome [45, 146].
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Mode of child nutrition influences the integra-
tion of its microbiome into the functioning of child
digestive system. This regularity was revealed
on children of the first year that were maintained
on natural or artificial feeding. Lactose and oligo-
saccharides, coming in with the breast milk, stimu-
late the growth of intestine physiologic microbio-
ta with prevalence in it of the genera Bifidobacte-
rium and Lactobacillus; while, at artificial feeding
with milk formula based on cow milk, streptococ-
ci, bacteroids and representatives of the family
Enterobacteriacea predominate in the content
of gut microbiome.

Children on breast-feeding differ from the ones
fed with adapted mixture formula. The first have
more healthy gut microbiome with prevalence
of bifidobacteria and lactobacilli, they are more
stable to infectious and allergic diseases an have
developed mechanisms of the immune response
[18, 10, 11, 45, 95].

Depending on feeding, spectrum of bacterial
metabolites in the gut and the character of meta-
bolic processes may also change. At natural fee-
ding, acetate and lactate prevail in the products
of fermentation, while acetate and propionate
dominate at artificial feeding. Protein metabolites
(phenol, cresol, ammonia etc.) are largely produ-
ced in the gut at artificial feeding. At that, detoxi-
cant function of the digestive system against these
products is reduced. In children on milk formula,
activities of B-glucuronidase and B- glucosidase
are also higher, which is typical for some represen-
tatives of the genera Bacteroides and Closridium.
Such modifications of the microbiome content
may result in both decrease of metabolic functions
and direct damaging of the gut [276].

Therefore, neonatal age is a complex period
of the microbiome formation; it plays a signifi-
cant role in the infant adaptation to the life
outside the mother organism. This process
is influenced by a variety of factors; this expla-
ins why neonatal microbiome is so unstable and
vulnerable to the action of endo- and exoge-
nous influences. Available information suggests
that the microbiome may partially be modified
during the life, but initial development
of this unique organ may have a particular
importance for the formation of the microbiome
central core that is stable to further modifi-
cation. Dysregulation of microbiome in the ini-
tial, critical period during infancy may
have long-lasting effects on the immune and
metabolic functions and its repairing is very
difficult [84, 177].

Changes of child microbiome during of onto-
genesis

Microbiome formation continues several years
and deeply depends on the state of the microbe eco-
logy of mother organism, mode of delivery, feeding
and maintenance of child. It is believed that the
period from ovum fertilization to two-year age
represents a critical window for the growth and
development in the early childhood [214]. This pre-
natal and early postnatal period is characterized by
rapid maturing of metabolic, endocrinous, nervous
and immune ways that profoundly influence the
growth and development of the child. All these ways
develop jointly in strong interdependence and in
dependence of internal and external signals [214].

In the view of a number of researchers, a rather
firm configuration of steadily inhabited bacteria
is achieved in children approximately in 4-year
age [43, 161, 272]. At the same time, results of J.
Cheng et al. (2015) testify that gut microbiota may
often be unstable even in 5-year age [50]. According
to the data available, main changes in the content
of microbiome take place between 2-year age and
sexual maturation of the organism [29].

Autogenic succession may be especially
clear observed during first 2—3 years of child life; it
passes several stages: before introduction of additio-
nal feeding, after introduction of additional feeding,
after introduction into the diet of solid food, after
termination of breast-feeding. Changes in the mic-
robiome content may be influenced also by physio-
logical processes in the child organism during
its growth, such as establishment of immune and
enzymatic systems, the change of hormonal
background in juvenile age and so on [161].

Successive replacement of microbiota in early
life plays an important role in the development
and maturation of endocrine, mucosal immune
and central nervous system [214].

P. Ferretti et al. (2018) have studied micro-
biome development from birth to 4 months after
birth on 25 pairs «mother-child> [81]. They
showed that the initial infant microbiome conta-
ined mother skin, oral and fecal strains; at that,
the variability in each site was very large, in spite
of the fact that all infants were born vaginally.
According to the authors, transmission from skin
and vagina was not long lasting and the child gut
microbe content had the most similarity to the
mother gut microbiome on the 4-th month after
the birth [81].

American scientists observed some regularities
of the microbiome formation in practically healthy
children; they concluded that the diet changes and
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child age had the most importance in this process
[137]. Phylogenetic diversity of microbiome inc-
reases noticeably with the increase of child age
and the introduction of additional food [137, 191].
The transfer of children to solid food leads to rapid
and steady changes of their gut microbiota. First
weeks after birth, the gut metagenome community
contains mainly genes responsible for the fermen-
tation of lactose and oligosaccharides of breast
milk. However, with introduction of solid food,
the authors noticed sharp increase of genes associ-
ated with decomposition of vegetable carbohydra-
tes, degradation of xenobiotics, and synthesis
of a large spectrum of short chain fatty acids
(SCFA), vitamins and amino acids [137].

While determining the diet of a first year child,
one should take into account the successive estab-
lishment of metabolic functions and its dependen-
ce on food. In normal state, mucin decomposition
begins alter 3 months of life, synthesis of copro-
stanol — in the second half-year, synthesis of urobi-
linogen — in 11-21 months of life. At the normal
formation of gut microbiome, activities of B-glucu-
ronidase and B-glycosidase, are rather low during
the first year of life [68].

J.E. Koenig et al. (2011) studied gut microbio-
me in children over a period of more then two
years. Studies, performed with the use of 16S
rRNK pyrosequencing, showed that introduction
of solid food into the diet of a child on breast milk
led to the abundant increase of the type Bacteroi-
detes in their gut [137]. Other group of res-
earchers, M. Fallani et al. (2010), with the use
of fluorescent hybridization in situ, studied the
content of gut microbiome in 531 children before
weaning and 4 weeks after the first feeding with
solid food. They found out significant increase
of the species Clostridium coccoides and C. leptum
together with lowered quantity of the genus Bifi-
dobacterium | 74].

Therefore, children food is an important regu-
lator of functional microbiome diversity, which
corresponds to different age-related stages
of life. After weaning, child microbiome quickly
becomes identical to adult microbiome; it gains
new properties including possibility to use new
complex high-energy nutrients.

Multitude of exogenous factors influence
the formation of microbiome, however, hereditary
features also should be taken into account. A num-
ber of studies have showed that, during first year
of life, the microbiome content in twins has much
more overlapping elements as compared with
unrelated children. Clear evidence of relations

between genetic structure of macroorganism
and its microbiome has been obtained on mice
models [156]. These results extend our knowledge
about genetic factors of macroorganism that influ-
ence the assemblage of gut microbiome. For exam-
ple, under the influence of environmental parame-
ters, microbiome in genetically susceptible chil-
dren may promote health disorders connected
with immunity [156].

Therefore, a number of factors promote popu-
lation of child biotopes with physiologic microflo-
ra, which reinforces child adaptation to new more
aggressive environment.

Connection of child microbiome with immu-
nity and other organs and systems

The formation of infant microbiome takes place
in the close relation with development of mucosal
and systemic immunity, physiologic maturation,
nervous and endocrinous systems. Therefore,
inhabiting biotopes with physiologic microbiota
prevents from disturbances in homeostatic links,
and from pathologies associated with vitamin
and mineral metabolism, in particular, rachitis,
iron-deficient anemia etc. [39, 93, 94, 107, 130,
189, 199, 233, 276].

Physiologic microbiota provides stimulation
necessary for development of fully functioning
and well-balanced immune system; the last includs
not only homing of B- u T-cells to lamina propria,
spreading and maturation of IgA-plasmacyte and
production of IgA, but also induction of tolerance
to safe food and microbe antigens [43, 63, 87, 96,
172, 268, 275].

Newborns and early age children are characte-
rized by transient immunodeficiency, which con-
cerns mostly humoral immunity. To some extent,
this accounts for more frequent microbiome
anomaly in the first year children as compared
with older ones. Physiologic insufficiency of local
gut immunity during first three months of child
life is partially compensated by intake of protecti-
ve factors with breast milk, such as sIgA, lysozyme,
lactoferrin, complement, properdin, lactoperoxi-
dase etc. [116, 188, 205].

Training of adaptive immune response to mic-
robe colonization needs the growth of subset
of inherent lymphoid cells and all lymphoid tissue
with establishment of mutualistic relationship
between macroorganism and its microsymbionts.

Initial microbe colonization leads to substanti-
al changes of mucosal and system immunity.
Maturing of the immune system is initiated still
at the stage of fetus, but it grows and transforms
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very dynamically during the first months after
birth and in childhood [184]. Newborns are cha-
racterized by the low expression of jointly stimula-
ted molecules, low differentiation of dendritic
cells, weakened phagocytosis, poorly developed
interactions between dendritic cells, T- lymphocy-
tes and regulatory T-cells as well as low cytotoxic
activity of T-cells [141, 247]. Mother immunoglo-
bulin G penetrates into fetus though placenta; due
to its activity, newborn has no specific immune
reactions, including local immunity of mucous
membranes owing to minimal levels of IgA [129].
These features of the newborn organism were con-
vincingly confirmed in experiments on animals.
For example, in the germ-free mice and mice
in the first days of microbe colonization, Peyer's
plaques have less size, lamina propria contains
low cell number and also lower levels of CD4" and
CD8" T-lymphocytes [72, 257]. Besides, mucous
membrane of the small gut rarely contains intra-
epithelial lymphocytes and plasmatic cells,
the levels of secretory immunoglobulin (sIgA)
are considerably lowed and expression of genes
and markers of gut macrophage activation are sup-
pressed [72, 176].

Using germ-free animals, M. Gomez de Aguero
et al. (2016) showed considerable influence
of mother microbiota on the early postnatal
development of innate immunity in descendants.
According their results, monocolonization of
germ-free animals during pregnancy with the
strain E. coli HA107 influenced the quantity of
innate gut leukocytes in newborns in early postna-
tal period; as compared with sterile control,
this also increased innate lymphoid cells (ILC) in
small intestine and their general number, especial-
ly cells from subset NKp46 ' RORyt" ILC3 [90].

Last year studies on experimental animals
brought in some clarity into our understanding
how gut microbiota within several days of coloni-
zation may program gut mucous membrane to
maintain balanced immune response [69, 71, 87].
Results of these studies indicate that, during early
stage of life, the biology of macroorganism under-
go rather large changes in answer to colonization
with microbiota. According to S. El Aidy et al.
(2016), macroorganism encounters antigenic sti-
muli that evoke responses, including activation
of genic network associated with different diseases
[73]. Therefore, anomalous shifts in the process of
infant development at this early phase may have
long-lasting effects on the state of its health [58].
Accumulated data suggest singular critical win-
dow in the early stage of life; during the window,

all full-scale organization of adequate homeostatic
symbiosis of macroorganism with its microbiota
is permitted. During this period, disturbed respon-
ses may lead to the development of pathologies
in further life [44].

In postnatal period, digestive system maturing is
of a large value; this system, like the immune one,
should be prepared for the creation of mutualistic
relations with microbiome. Studies on experimental
animals showed that microbiota initiates significant
changes of gut morphology [235]. These changes
affect the architecture of villi, crypt depth, stem cell
proliferation, blood vessel density, mucous layer
properties and maturing of lymphoid tissue that
is connected with mucous membrane.

In germ-free mice, in the distal part of small
intestine, villi are longer and thinner than in con-
ventional animals. Besides, at the absence of mic-
robiota, villi have less complex vascular network,
and gut crypts are less deep and contain less quan-
tity of growing stem cells. In germ-free mice,
mucous is thinner with changed properties. Such
animals also contain very small quantity of isola-
ted lymphoid follicles, immature Peyer's plaques
and immature mesenteric lymph nodes (MLN);
the levels of both immunoglobulins A (IgA) and
antibacterial peptides (AMP) are lower then
in conventional animals. In conventional animals,
polysaccharide A (PSA), produced by Bacteroides
Jragilis, induces CD4'CD25 FOXP3"-regulatory
T-cells (Treg), which possess anti-inflammatory
effect and suppress immune responses. On the
opposite side, other studies showed that segmen-
ted filamentous bacteria (SFB) could induce the
growth of T-helper 17 cells (TH17) that exert
anti-inflammatory effect [235].

Microbiome plays a critical role in nutrient pro-
duction and macroorganism metabolism and influ-
ences digestion, absorption and energy storage. At
the beginning of life, all metabolic paths that are
connected with development may be disturbed;
immature microbiota cannot protect gut barrier, which
may lead to blunting villi, mucous degradation, incre-
ased gut permeability and immune response abnorma-
lity. Such gut disorders may result in dysfunction of gut
environment, chronic system inflammation, infectious
diseases and diarrhea; each of these factors may disturb
child development. Dysbiosis may also disturbs meta-
bolism of key nutrients, including essential amino
acids, with violation of the normal child development.
At defective content of gut microbiome, normal pro-
duction of growth hormones may change [214].

Central place in the functioning of intestinal
microbiome and its interaction with macroorga-
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nism is possessed by mucous layers. Mucus thick-
ness depends on the concentration of microbiota
that regulates mucin production by special
gut cells in small and large intestines. Obligate
gut microbiota, presented in neonatal age mainly
by bifidobacteria, actively decomposes complex
O-linked glycans (mucins) and produces short
chain fatty acids (SCFAs), which serve as the
important source of energy and anti-inflammatory
factor, and are toxic for many pathogens.

Large intestine epithelial cells utilize SCFAs,
especially butyrate, which supply them by 60-70%
with energy and promote strengthening of the
mucous membrane barrier [78]. SCFAs also regulate
the metabolism of glucose and lipids and im-
mune functions [177]. Butyrate, acting as
the inhibitor of histone-deacetylase, takes part
in producing and maintaining the level of regula-
tory T-cells [177].

Intestinal barrier is very important for adequa-
te functioning of the intestine and its formation
largely depends from microbiota. As is well known,
the main function of the intestinal barrier is regu-
lation of absorption of nutrients, electrolytes and
water from intestinal lumen into bloodstream
together with nonadmission of pathogen microbes
and toxins [131]. Intestinal barrier regulates mole-
cular exchange between the environment
and macroorganism through influence on the
balance between tolerance and immunity to one or
several antigens. These functions are maintained
by a number of structures, including mucous layer
and monolayer of epithelial cells connected by
tight joints. Mucous layer, containing sIgA and
antimicrobial peptides, covers the epithelial cells.
It facilitates nutrient transport and serves as a
protection from bacteria invasion [121]. Intestinal
barrier is in the close and permanent interaction
with gut microbiota, which disturbances may have
serious consequences for maintaining key barrier
functions [17].

Impermeability of the internal mucous layer
for microbes is ensured by high concentration of
antimicrobial peptides and secretory immunoglo-
bulins as well as tight junctions.

Tight junctions are complex protein structures,
composed of transmembrane proteins — cloudin,
occulin and triculin that are joined with plasmatic
membranes through ties between epithelial cells
with formation of barrier between cells [57]. The
structure of intestinal barrier in fetus was shown
to form already to the end of the first trimester
of pregnancy [131]. Epithelial cells with microvil-
li, goblet and enteroendocrine cells appear

at the 8-th week of pregnancy, while tight
junctions may be found out at the 10-th week.
Functional development of intestinal barrier con-
tinues after birth and the diet influences it consi-
derably [249]. Disturbance of this process leads
to the underdevelopment of intestinal barrier,
which may be observed in premature infants,
and predisposes to the dysimmunity. Early in life,
development of gut microbiota and intestinal bar-
rier overlap. Intestinal barrier, functioning as pro-
tection, may be modified by gut microbiota and
its metabolites. Mechanisms, underlying epithelial
barrier regulation, are rather complex and exami-
ned only partially.

Physical and psychoneurological child deve-
lopment depends on the content of microbiome.
Relations between development of gut and brain
in infants is a field of modern studies of microbio-
me. Early microbiota colonization was shown
to go in parallel with neuron migration.
Establishment of microbiome during the first
2-3 years of child life coincides with critical
periods of brain growth, myelination and synaptic
brain clearance. Therefore, optimization of micro-
biome establishment in the early age is an impor-
tant factor that favours the physiological develop-
ment of brain [108, 209, 223, 256, 269].

Thus, the microbiome processes, taking place at
the beginning of life, are the foundation for for-
ming and maintaining child health. Therefore, we
should have perfect approaches to optimize the
formation of physiologic microbiome, which regu-
lates interactions between the organism and envi-
ronment and promotes the optimal child adapta-
tion to the extrauterine conditions of life.

Any changes in the microbiome formation are a
serious risk of diseases in early child life and their
chronical passing in the future.

Microbiome disturbances and their link with
pathology in the child age

At present, increasing number of specialists
considers microbiome as a modulator of diseases.
Last year, a number of works has appeared with
detailed description of functional relationships
between microbiome disturbances (dysbiosises)
and a broad spectrum of pathologies in children [3,
4,18, 32,137, 160, 187, 199, 207, 214, 216].

In adults and children of the older age, dysbio-
tic disturbances are caused by modification of
already formed microbiome, while, in children of
early age, disbioses take place against the
background of abnormalities of natural rather fragile
initial microbiota. Neonatal microbiome distur-
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bances became chronical very rapidly; and patho-
logical microbiome, generated in the early age,
cannot be easily normalized later on.

The formation of infant microbiome is insepa-
rably tied with the ontogenetic development
of mucosal and systemic immunity; therefore, dys-
biosis leads to disturbances not only in the micro-
biota content but also in the system of immune
response to microbe antigens.

Children on artificial or early mixed feeding are
devoid of protective factors of breast milk. Deve-
lopment of disbioses, allergies and other patholo-
gies is observed much frequently in such infants.
Atypical gut colonization during first weeks
of infant life increases its susceptibility to immune
and metabolic diseases [149, 188].

In particular, replacement of natural child fee-
ding by artificial mixtures lead to the failure of the
synthetic and exchange properties and to the impa-
ired supplying of trophic and energetic substrates
to the gut epithelium. Modification of the micro-
biome content results in overload of immature child
immunity with microbe antigens, which may favour
the formation of an inadequate immune response,
inflammation and metabolic disorders.

Mother microflora plays a key role in the forma-
tion of infant microbiome; accordingly, the state
of women microbe system is the main factor that
defines both establishment of physiological micro-
biome in child and development of dysbiotic abnor-
malities. Immunologically immature organism of
the newborn in in the neonatal age, that is, during
the period of most active formation of its own mic-
robe ecosystem, is completely dependent on the
functioning of mother indigenous microbiota. Her
healthy oral, vaginal, gut and skin microflora
are supported by microbes and prebiotic factors of
breast milk; all these factors promote selective proli-
feration of most physiologic microbe symbionts in
the child biotopes, and favours postnatal adaptation
of newborn organisms [4, 14, 16, 18, 19, 88, 188, 198].

At the same time, pathologic changes of moth-
er microbiome are a source of child infection with
microflora dangerous for his health. This indicates
how responsible attitude a woman should have to
her health and the state of her microbiome in order
to prevent dysbiotic complications in her child.

In connection with complicated multifactorial
and multistage process of physiologic microbe
colonization, newborns and small children are the
most vulnerable contingent of population, as they
may have serious microbiome disorders. Even mic-
roflora of healthy child that receives mother milk
may change significantly. However, at natural fee-

ding, infants receive with breast milk a wide spec-
trum of immune and microbiological protective
factors that optimize the formation of healthy
child microbiome and effective immune system.

Vast biologic potential of microbiome and its
unique role in generation and maintaining of child
health is well understood. Close attention of sci-
entists and medical practitioners to this question
should help optimizing the process of establishing
microbe system in peri- and postnatal periods
in order to maintain it in healthy state in future.

Strong changes of microbiome at the early
stage of its formation are the most dangerous,
as they may lead to unfavorable consequences not
only in child age but also at subsequent stages
of human life. In particular, it is supposed that
microbiome damage owing to treatment with anti-
biotics in early child age may significantly increase
the risk of gut inflammatory diseases in mature
age [198, 226, 230, 258].

The influence of environmental factors on the
gut colonization of children born by cesarean
section is highly important. On such infants,
researchers have observed delayed formation of
stable bifidoflora and high levels of opportunistic
bacteria of the species Enterococcus faecalis,
Escherichia coli, Enterobacter cloacae, Klebsiella
pneumoniae, Staphylococcus epidermidis and
Staphylococcus haemolyticus |15, 17, 228]. Such
microbe contamination disturbs the processes
of immune adaptation, lowers gut protective barri-
er and favours development of inflammation.

Formation of gut microbiome at early stages
of the child growth is of great importance for the
prophylaxis of obesity [228]. Some studies have
identified differences in microbiome content asso-
siated with body weight [174]. For instance, longi-
tudinal study by M. Kalliomaki et al. (2008), with
the use of modern molecular-genetic methods
(FISH) and flow cytometry, has shown relation
between lowering of bifidobacterial species during
the first year of life and obesity in such children
in the age of 7 years. In children with extra mass in
the age of 6 to 12 months, the level of infantile bifi-
dobacterial species (B. breve, B. infantis and
B. longum) was lower then in children with normal
body mass. Also in children with obesity in 7-year
age, the level of bacteria Staphylococcus aureus
was significantly higher on the first year of life as
compared with children that had normal indexes
of body mass at the school age [127].

Physiological colonization of child biotopes
plays an important role in preventing allergy
[95, 105]. A number of studies has describe the
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content of microbiome in infants with developed
allergic disturbances [38, 124, 197].

Studies by A. Shreiner et al. (2008) have reve-
aled marked differences in the content of gut
microflora in healthy and allergic children [232].
Normal microflora inhibits the process of food
histidine decarboxylation, which lowers the
synthesis of histamine and reduces the risk of food
allergy in children. Antiallergenic properties of
helthy microbiome are supplemented with strong
barrier function of epithelial biofilm that prevents
penetration of food allergens and toxic substances
thought gut wall into blood flow.

Epidemiological researches showed greater risk
of allergic diseases in children born by cesarean
section [105]. The cause of this may consist
in colonization of infant gut with skin or hospital
microflora, for example, with opportunistic bacte-
ria of the genera Staphylococcus and Acinetobacter;
their redundant populations disturb normal esta-
blishment of the immune system. Late beginning
of infant breast feeding and prophylactic using by
mother of antibacterial preparations also have
negative effect.

Epidemiologic studies have shown that micro-
flora of atopic and non-atopic infants is different.
M.A. Johansson et al. (2011) revealed that infants
of non-allergic parents are more frequent coloniz-
ed with lactobacilli; that indicates the role
of mother microflora in protection from allergic
diseases. In gut microbiome of healthy children,
bifidobacteria of the species B. longum and B. breve
are prevalent, while children with eczema have
colonization of adult type with domination
of the species B. adolescentis. In newborns, having
gut colonized with bacteria of the species Staphy-
lococcus aureus and Clostridum difficile, atopy
was observed in later childhood [120].

Gut microbiota provides strong source of sti-
muli for macroorganism. The path for the first
allergic reactions often arises in gastrointestinal
tract, and food allergy represent common problem
in children with atopic eczema. Violation of barri-
er in gut mucous membrane lead to increased pe-
netration of antigens through mucosal barrier and
to the change of transfer pathways. This results in
the formation of distorted immune responses and
the release of proinflammatory cytokines with
further impairment of barrier functions. In turn,
such inflammatory state lead to increased gut per-
meability; thus, in genetically susceptible indivi-
duals, we observe vicious circle of self-amplified
allergic responses and dysregulation of immune
reaction in response to antigens.

Preterm delivery is the primary cause of neona-
tal mortality and child disability. Premature
newborns distinguishes by immature digestive
tract and insufficient preparation of mucous mem-
branes for their colonization with physiologic mic-
roflora; they make a group of increased risk for
development of necrotizing enterocolitis, sepsis,
meningitis and other serious diseases with high
rate of fatal outcome [137, 159].

Index of infant mortality was significantly
reduced due to a number of organizational measu-
res in the system of mother and child health pro-
tection, such as organization of intensive care
units in maternity homes with their modern
equipment. However, this gave rise to new com-
plex problems, connected with wide using of inva-
sive diagnostic and therapeutic methods. As a re-
sult, new forms of nosocomial infections appeared,
in particular, bacteremias, associated with the use
of catheters, and pneumonias after artificial venti-
lation of the lungs.

Premature infants have much higher risk
of complications after birth, including necrotizing
enterocolitis. It is supposed that a risk factor
of necrotizing enterocolitis is disturbed gut micro-
biota, which favours increased susceptibility
of premature infants to systemic infections [37, 53,
61, 180, 182, 192, 228, 261].

Necrotizing enterocolitis (NEC) is a very dan-
gerous life disease, provoking gut necrosis; it may
also affect other organs, including brain with con-
sequences much serious than damages of digestive
system. NEC affects 5-10% infants that were born
with the mass less then 1500 g. In spite of progress
in child care, this disease is lethal in about 30%
cases [82] and is associated with prolonged intel-
lectual disability.

M. Hallstrom et al. (2004) detected in gut mic-
robiome of newborns with necrotizing enterocolitis
high concentrations of opportunistic microorga-
nisms from the genera Enterococcus and Candida
that, according to the authors, may play
an important enteropathogenic role in the course
of the disease. At that, microbiome of infants that
were prematurely but normally born contained
much less populations of opportunistic microorga-
nisms as compared with premature infants born
by cesarean section [99].

Breast milk is a rather effective means for
prophylaxis of necrotizing enterocolitis; it facilita-
tes gut colonization with helpful microflora, which
exerts health-improving function on mucous
membrane and raises the protective function of
the organism.
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Premature infants are frequently delivered by
cesarean section; they are given antibiotics and
may have problems with feeding. Moreover, pre-
mature infants have functionally immature diges-
tive tract with low level of acidity in the stomach,
as a result of insufficient secretion of gastric acid,
and they need more frequent feeding. These cir-
cumstances lead to increased content of potential-
ly pathogenic bacteria in gastrointestinal tract and
to lesser microbe diversity in such children in
comparison with full-term infants [27, 48].

Low body mass at birth is an important risk fac-
tor of neonatal mortality and various diseases; this
is caused by immaturity of immune system and
barrier mechanisms of infant gastrointestinal tract
as well as frequent using of invasive diagnostic and
treatment procedures.

Premature newborns kept in intensive care units
may contain a special microbe flora, which is sub-
stantially modified and with higher levels of oppor-
tunistic species, as compared with the microbiota
of full-term infants. In microbiome of premature
newborns, J.C. Madan et al. (2012) revealed, among
facultative anaerobes, prevalent staphylococci
of the species  Staphylococcus epidermidis
and Staphylococcus aureus, enterobacteria of the
genus Klebsiella and enterococci, while clostridia
were widespread among obligate anaerobes [159].

At violation of gut microbiome establishment,
direct bilirubin, released with bile, undergoes enzy-
matic action of B-glucuronidase from intestinal wall
with the producing of toxic unconjugated (non-di-
rect) bilirubin. The last is absorbed in intestine,
enters blood flow and may increase intoxication and
jaundice, which is especially dangerous in newborns
so as ductus (Arantius) venosus is still functioning
in them [188]. The processes of calcium and iron
absorption, synthesis of many vitamins and assimila-
tion of D- and E-vitamins are also disturbed.

It should be taken into account that the microbio-
me destabilization lead to lowering of its detoxication
properties; accordingly, loading on child liver signifi-
cantly increases and may result in hepatocyte damage
and development of hepato-biliary pathology.

Child pathologies are a serious problem of neona-
tology and pediatrics. Child organism substantially
differs from the adult one by the structure and fun-
ctions of different organs and systems with continu-
ous morpho-functional changes, associated with
growth and development; accordingly, child orga-
nism has greater susceptibility to infectious factors.

According to WHO, infectious diseases make
up about 63% among causes of mortality in chil-
dren [1, 15].

Infectious pathology of the fetus and newborn
occupies one of leading places in the structure
of morbidity and mortality during neonatal
period. Treating perinatal infections of newborns
with antimicrobial preparations that traditionally
are used in neonatology (mainly cephalosporins
and aminoglycosides of the third generation)
lead to marked disturbances of the process
of gut colonization. At that, studies testifies gut
colonization with bacteria, resistant to utilized
antibiotics (enterobacteria, enterococci, staphylo-
coccus et al.), as well as fungi [11, 12].

Opportunistic fungi of the genus Candida,
which can be considerably stimulated with medi-
camentous therapy (especially antibiotics), frequ-
ently become a danger to the life of premature
infants. Causative agents of neonatal candidiases
possess very high pathogenic potential; they can
provoke sepsis and severe neurologic diseases
in premature infants [34, 159, 163, 187].

The risk of invasive mycotic infections is much
higher in premature infants with very small body
weight at birth if they receive antibiotics
in the complex of intensive therapy. Metagenomic
analysis of microbiome of newborns with small
body mass determined high concentrations
of aggressive fungus species from the genus
Candida in their gut biocenosis, which possess
high invasive activity [145, 165].

In biocenoses of children with very low body
mass, after antibiotic therapy there was observed
poor species diversity of bacterial flora with pre-
dominance of antibiotic resistant bacteria, in par-
ticular, representatives of the species Staphylococ-
cus aureus and Enterococcus faecium, which
in many cases may become an etiological factor
of sepsis [159, 161, 180, 218].

At present, there is not a single antibacterial prepa-
ration, which could act only on pathogenic microorga-
nisms and do not affect indigenous flora. Gut mic-
robiocenosis disturbances, associated with the use of
antibiotics, lead to lowered resistance to the organism
colonization; this creates favorable conditions for both
infection of a patient with exogenous nosocomial
strains and raised virulence of opportunistic autoflora.

Scientists from Wageningen University
(the Netherlands) showed that using antibiotics in
mother or child interferes with the formation
of microbiome even at breast feeding of the infant.
In their gut microflora, such infants contained pre-
dominantly enterococci, clostridia and escherichia
with the complete absence of bifidobacteria [76].

Frequent antibiotic usage in child age is associ-
ated with increased risk of the resistance to anti-
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biotics [185]; this may occur due to the changes in
microbiome and may predispose to the increased
risk of diseases, including obesity [30] and inflam-
matory gut diseases [270].

Antibiotic-associated diarrhea (AAD) is an exam-
ple of the negative influence of antibiotics on the
infant organism. Most researchers suppose that etio-
logic factor of AAD is clostridia, in particular, the one
of the species Clostridium difficile. This microorga-
nism gives about 10—20% cases of AAD [23, 64].

French researches, on basis of their results, came
to the opinion that antibacterial therapy not always
lead to the newborn colonization with clostridia.
These microorganisms overfill all hospital environ-
ment, which, in most cases, is the source of child
colonization [80]. On the contrary, according to
S. Matsuki et al. (2005), infection of newborn with
clostridia in maternity hospital takes place from
mothers. It has been establish, that 50-70%
newborns may play a role of the carriers of the spe-
cies Clostridium difficile, which may be connected
with low colonization resistance of the intestine in
the children of early age [169]. Intake of antibiotics
may selectively increase the aggressive potential
of clostridia and favour the development of the disease.

As was shown, besides Clostridium difficile,
other microorganisms may also be causative agents
of antibiotic-associated diarrhea in newborns and
early age children, for example, representatives
of the species Pseudomonas aeruginosa, Clostridium
perfringens, Salmonella sp., Klebsiella oxytoca, fungi
of the genera Candida etc. [228]. At that, according
to Y.G. Kim et al. (2017), some clostridia species
effectively protest infant digestive tract from colo-
nization with pathogens [133].

Epidemiological studies, performed by
Denmark scientists, testify that using antibiotics
in early childhood is an unfavourable prognostic
factor for the development of some gut inflamma-
tory diseases. 500 thousand newborns were
included in a perspective study, during which
all volume of antimicrobial therapy was taken
into account. The analysis showed that morbidity
from Crohn's disease substantially increased
in infants that were given antibiotics in the first
years of life. Besides, the risk of the disease
increased proportionally to the number of courses
of antibiotic therapy [112].

In spite of life-saving functions of antibiotics,
accumulated data suppose that early and repeated
using of antibiotics and, possibly, other medica-
ments in the child age is an important factor influ-
encing the microbiome, which may increase
the risk of further diseases.

The state of child microbiome may be associ-
ated with the risk (at a later time) of many serious
diseases, in particular, chronic intestine disease,
endocrine, autoimmune, allergic and other patho-
logies. Special attention of specialists is drawn by
the possible relationship between changes of mic-
robiome in children and development of mental
pathology. For instance, autism has been associ-
ated with differences in the content of microbiome
[108, 209, 223, 245, 278].

It is known that brain possesses extensive
metabolic ability during childhood; it makes up
5-10% from total body mass and is responsible for
almost 50% basic metabolic energy of the body,
and is especially sensitive to lowered energy con-
sumption [214]. Due to the ability of gut micro-
biota to regulate the quantity of incoming energy,
microbiome may play a regulatory role in the
development of the nervous system during first
years of child life. Parallel maturing of both micro-
biome and CNS in early life testifies the possibili-
ty to promote physiological development of ner-
vous system in children through optimization of
microbe establishment [223, 269].

Some works show that microbiome plays a role
in the immune response at vaccination [63, 279].
At vaccine introduction, higher quantities of bac-
teria from the type Actinobacteria and Firmicutes
were associated with much strong humoral and
cellular response, while relatively high numbers of
Proteobacteria and Bacteroidetes were associated
with reduced responses [102, 109].

Numerous studies of the last decade convincin-
gly testify that the establishment of healthy mic-
robiome in child is an important factor for the for-
mation of normal immune system and prevention
of many chronic diseases. That is why, measures,
oriented at optimization of microbiome processes
in early childhood are of urgent interest for micro-
biologist, neonatologist and pediatricians.

Modern approaches to optimization of micro-
biome formation and its maintaining in children

Probiotics take up a special place among means
used to optimize formation of healthy microbiome
in early child age.

Already in XVIII century in the Netherlands,
cultured buttermilk was proposed for feeding suc-
king children that suffered from dyspepsia. Later
on, a number of products for child nourishment
appeared that were enriched with cells of lactococ-
ci [31]. With development of microbiology and
methods of bacterial therapy, increasing data con-
firmed beneficial effect of lactococci and bifido-

ISSN 2663-7553 Modern pediatrics. Ukraine 5(101)/2019 75



Yntante Hac Ha caunTe: http://med-expert.com.ua

bacteria on the health of suckling children; this
favoured the production of large assortments of
child products that contained these microorga-
nisms [144].

In recent years, employment of probiotics in
neonatology and pediatrics significantly increas-
ed. Results of researches show beneficial effect of
some probiotics on the course of a number of gut
diseases; they may be used with benefit at
diarrhea, food allergy and other types of pathology
[8, 12, 15, 37, 53, 135, 140, 180, 237, 258, 281].

Despite all complications of postnatal micro-
biome formation, this microbe organ in the stage
of its formation may be much easier restored to the
normal state as compared with microbiome resto-
ration in older children and adults.

Choice of probiotics for newborns and small chil-
dren has a key importance to get positive results.
«Child» probiotic must have a number of biologic
properties, and, first of all, reliably proved its safety.
To prevent remote undesirable effects on the child
health, one should not routinely use many probio-
tics containing microorganisms, which are not typi-
cal for child microbiome, as well as many additional
ingredients of non-microbe origin. Of importance
is optical configuration of the used substances.
It is well known that L(+)-lactic acid is physiologi-
cal for the human organism. And, on the contrary,
D(-)-lactic acid is much worse tolerated, as it firstly
transforms under the influence of D-2-hydroacid
dehydrogenase and only thereafter may be assimila-
ted by the organism [19]. Entering into child orga-
nism, D(-)-lactic acid may provoke acidoses, espe-
cially in small children [208, 209, 252].

Nowadays, results available show reasonability
of using probiotics to improve microbiome in
newborns and small children.

Probiotics, based on saccharolytic bacteria
of the genera Lactobacillus and Bifidobacterium,
are mostly used in neonatology and pediatrics,
which, foremost, is accounted for by non-pathoge-
nic profile of these microorganisms. Besides, such
probiotics possess a number of other useful proper-
ties, which, in particular, include xenobiotic deto-
xication [12, 171], vitamin biosynthesis [14, 13,
15, 101], useful metabolic effects [17, 19, 135,
181], positive influence on the transit of intestinal
contents [170], competition with pathogenic bac-
teria for nutrients and binding sites [19, 47],
modulation of the immune response [19, 173].

Probiotics became wider used for prophylaxis
of necrotizing enterocolitis, which is characterized
by high mortality rate in premature newborns
with low body mass at birth [37, 53, 140, 180, 194,

254]. This disease quickly affects gut mucous
membrane, with removing off some parts of it.
Breast milk is a rather effective means for preven-
ting necrotizing enterocolitis; it favours gut coloni-
zation with useful microflora that improves health
of mucous membrane and increases protection
of the organism. To increasing favourable influence
of breast milk, probiotics may be used orally.

In newborns that do not receive breast milk,
enrichment of the diet with probiotic additives,
which optimize the process of healthy microbiome
formation, is very important for preventing necro-
tizing enterocolitis. Many studies showed efficien-
cy of probiotics applied for this purpose [53, 89,
140, 147,157, 194, 217, 218, 224, 254, 255].

Metaanalysis of 9 randomized, placebo-con-
trolled trials with inclusion of 1425 premature
newborns showed that probiotics appreciably
lowered frequency of necrotizing enterocolitis
in children; besides, their usage also significantly
lowered mortality from this disease in children
with body mass less then 1000 g at birth [22]. The
authors of the metaanalysis are persuaded in the
usefulness of applying probiotics in premature
children for prophylactic purposes.

Randomized trial was carried out in Taiwan on
367 children with very small body mass at birth;
it showed that, additionally to breast-feeding, eve-
ryday twofold intake of probiotic, containing
strains of the species Lactobacillus acidophilus and
Bifidobacterium infantis, lowered frequency and
severity of necrotizing enterocolitis [157].

Another placebo-controlled trial was per-
formed in perinatal center Shaare Zedek (Israel)
on 72 infants with very low body mass. The infants
were given probiotic mixture from the species
Bifidobacterium infantis, B. bifidum and Strepto-
coccus thermophiles; necrotizing enterocolitis was
diagnosed only in 3 infants (4%), while in control
group (n=73) with infants on breast or mixed
feeding, 12 (16,4%) infants were diseased. At that,
severe form of necrotizing enterocolitis (stage 2
or 3 according to Bell-test) was in 1 infant from
probiotic group, while 10 such cases were diagnos-
ed in control group among 73 patients (14%)
(P =0,013) [37].

Japanese scientists in their review have summa-
rized data of clinical trials on application
of probiotic strain Bifidobacterium breve M-16V
in premature newborns [271]. To estimate the pro-
tective effect of the strain in prophylaxis of necro-
tizing enterocolitis and other infectious diseases in
premature newborns, there was performed clinical
trial with participation of 338 children with very
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low body mass (total time of trials was 5 years).
The children were given the probiotic B. breve
M-16V in doze 10° cfu/day from the first hours
after birth; control group (226 premature chil-
dren) were not given the probiotic. As it turned
out, the frequency of necrotizing enterocolitis and
total frequency of infectious diseases were reliably
lower in the group receiving bifidobacteria
as compared with control [271].

G. Deshpande et al. (2007) carried out metaa-
nalysis of randomized, controlled trials and
showed that prophylactic application of probiotics
in premature newborns can lower frequency
of necrotizing enterocolitis by 30% [61]. Thus,
results of many researches convincingly testify
that probiotics based on physiologic bacteria may
serve as an effective measure for preventing necro-
tizing enterocolitis and other infectious diseases
in premature newborns.

Studies have shown positive effect of probiotics
on the dynamics of growth and weight in children.
For example, in a twice-blind study, performed on
105 infants of 0—2 month age, infants were given
milk formula, containing probiotic strains Lacto-
bacillus rhamnosus GG ATCC 53103 (107 cells/g);
they better grew and gained weight as compared
with infants that were given the same diet but
without addition of probiotic [248]. In other
study, the authors showed that fermented milk,
containing lactobacilli L. acidophilus (10° cells/g),
improved growth and weight indexes in children
[221]. These results were explained by increased
food conversion and, as a result, improved digesti-
bility of food ingredients.

Placebo-controlled studies showed that full-
term infants, which, from the first day of life, were
given probiotic with Lactobacillus plantarum,
had colonization of mucous membranes with
lactic-acid bacteria that inhibited proliferation
of opportunistic gram-negative flora predominating
in children on placebo [213].

Well demonstrated is clinical efficiency on chil-
dren of some probiotics in treatment of lactose
intolerance [201], antibiotic-associated diarrhea
(AAD) [19, 23, 33, 64, 123], atopic diseases [77,
114, 122, 124, 125, 126, 211, 240] and rotavirus
gastroenteritis [195].

In the metaanalysis, G. Bernaola Aponte et al.
(2013) showed that probiotics might be an effective
means at chronic (persistent) diarrhea in children.
Inclusion of probiotics based on physiologic bacteria
into treatment schemes decreased stool frequency
and duration of diseases. Unfavourable side effects of
used probiotics were not detected in the study [36].

Cohrane Systematic Reviews [123] showed
efficiency of some probiotics in preventing anti-
biotic-associated diarrhea (AAD) in suckling chil-
dren. Analysis of 16 trials with participation of
3432 children allowed concluding that dozes of
probiotic bacteria higher then 5x10° cells/day reli-
ably lowered risk of AAD. In some trials, prophy-
lactic effect against acute gut diseases in infants
was shown for bifido-containing probiotics [23,
237]. The authors emphasize that the effect of pre-
parations administered depended on the used
strains and dozes.

Three-strain probiotic mixture was more effec-
tive in treating early age children, which appeared
in decreased acuity of diarrhea and in lowered stay
in a hospital [605].

According to L.Vitetta u et al. (2014), probio-
tics at inflammatory gut diseases in most cases
gave positive effect [251]. X.L. Liu et al. (2013)
testify that administration of probiotics to chil-
dren of early and preschool age resulted in lowered
probability of diarrhea [158].

In randomized, double-blind, placebo-control-
led trial with participation of 742 hospitalized
children, Hojsak et al. (2010) revealed lowered of
risk of nosocomial infections of gastrointestinal
tract and respiratory airways in the group of chil-
dren that every day were given a probiotic strain
of the species Lactobacillus rhamnosus in 100 ml of
cultured milk [104]. In another randomized, doub-
le blind, placebo-controlled trial with participa-
tion of 624 children (1-4 years), Sazawal et al.
(2010) showed lowering rate of dysentery and res-
piratory infections in the group of children that
during a year were given the culture Bifidobacte-
rium lactis with milk [225]. According to systema-
tic review of J.A. Applegate et al. (2013), inclusion
of probiotics into the therapy of acute diarrhea in
children younger then 5-year reduced diarrhea
duration and stool frequency beginning from the
second day of the disease [26]. N. Phavichitr et al.
(2013) showed that probiotic, containing species
Lactobacillus acidophilus and Bifidobacterium bifi-
dum, in the therapy of children hospitalized with
acute diarrhea led to shortening of their hospitali-
zation [202]. H. Szajewska et al. (2013) in their
metaanalysis evaluated 15 randomized clinical tri-
als with participation of 2963 children with acute
gastroenteritis; they showed that intake of the
probiotic strain Lactobacillus rhamnosus (LGG)
lowered duration of diarrhea [238].

Some probiotics based on lactobacilli could
decrease the risk of gastro-intestinal colonization
with fungi of the genera Candida with further in
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premature newborns from the intensive care unit.
Children that were given probiotics had lesser
neurologic abnormalities during first year of life as
compared with the control group [215].

Increasing data indicate higher effectiveness of
polyspecies probiotics. Clinical trials showed that
such probiotics were more effective when treating
children with antibiotic-associated diarrhea [242].

According to modern recommendations, all pati-
ents that were given antibiotics should take a cour-
se of probiotic prophylaxis. These recommenda-
tions should be based on experimental and clinical
data of the sensitivity of probiotics to different anti-
bacterial preparations. Some studies have shown
that the intake of probiotics based on lactic-acid
bacteria may prevent lowering of gut lactobacilli at
antibiotic application [33, 103, 140, 204, 243, 282].
According to other results, simultaneous intake of
antibiotics with probiotics is possible, when probio-
tic microorganisms are resistant to antibacterial
preparations. In this respect, poly-species probio-
tics are more effective [1, 138, 175].

Scientists of the department of child infections
of A A Bogomolets National medical university
analyzed effectiveness of the home multiprobiotic
Symbiter® in the complex treatment of children
with infectious pathology (purulent meningitis,
lacunar tonsillitis, pneumonia). Control group of
children (n=36) had standard therapy of a basic
disease with antibacterial preparations (penicillin,
ceftriaxone, cefotaxime). Primary group (n=34)
was additionally given multiprobiotic Symbiter®,
which is resistant to most widespread antibacteri-
al means. The preparation was prescribed for all
period of antibiotic therapy and during 10 days
after its cessation. Multiprobiotic Symbiter decre-
ased main and side symptoms of antibiotic therapy
connected with gastrointestinal tract (diarrhea,
abdominal pain, meteorism, vomiting); the authors
concluded about reasonability of its inclusion into
complex therapy of infectious diseases [1].

Frequent problem in children of the first
months of life is intestinal colic. For the most part,
colics appear as a result of child gastrointestinal
tract adaptation to new conditions [266].
At frequent colics, formation of gut microbiota
in children became disturbed; in view of this, pro-
biotic mixtures are proposed in the diet [231].

Italian researchers from Torino University
showed positive influence of some probiotic lacto-
bacilli at intestinal colics on the state of newborns
and infants of the first months of life. Similar re-
sults were obtained also in other studies [98, 113].
According to the data available, probiotics based

on lactic-acid bacteria lower intensity of intestinal
colics, decrease the frequency of regurgitation and
vomiting and favorably influence gut peristalsis in
premature newborns.

E Savino et al. (2007) established that in chil-
dren with colics, gut microflora contains lesser
quantity of lactic-acid bacteria; instead, anaerobe
gram-negative prokaryotes are rather frequent. In
randomized, blind, prospective trial, 7-day course of
lactobacilli probiotic showed considerable lowering
of colic symptoms in 95% infants in comparison
with control group, where only 7% children respon-
ded to simethicone therapy (p < 0.01) [224].

According to the data available, breast feeding
with addition of bifidobacterial probiotics may main-
tain optimal content of gut microbiome and improve
responses to vaccines in early child age. Dysbiotic mic-
robiota, modifying mechanisms of T-lymphocytes
development, may by indirect way change the respon-
se to vaccination. M.N. Huda et al. (2014) suppose
that probiotics at vaccination may be especially useful
for early year children that are subjected to frequent
infectious diseases, hospitalizations and antibiotic
prescription, which damage child microbiome [109].

According to some researches of early age chil-
dren, bifidobacteria, predominant in their gut mic-
robiome, may stimulate growth of thymus and
immunologic responses to both vaccines — oral
and parenteral. At the same time, decrease of bifi-
dobacteria and increase of opportunistic microor-
ganisms promotes the system inflammation, deve-
lopment of immunosuppression and lesser respon-
se on the vaccination [109, 175].

One of most important medical problems is pre-
vention of allergic diseases in children. A number of
clinical trials on allergy prophylaxis with the use of
probiotics was successful. It is believed that child
susceptibility to allergy is defined by the microbio-
me violation. A. Shreiner et al. (2008) revealed
appreciable differences in gut microflora between
healthy and allergic individuals with the possibility
of reducing allergies by using some probiotics [232].

In a number of studies, atopic diseases in
infants were prevented through the intake of pro-
biotics by both mother during pregnancy and
infant after its birth [67, 122, 135, 196, 210].

Antiallergic effectivity of probiotics is signifi-
cantly higher in infants on breast feeding, especial-
ly when probiotics are also used by the mother
during pregnancy and breast feeding [67]. Breast
milk contains important immunoregulatory fac-
tors, such as TGF-B and IgA, which may protect
infant from allergic diseases [212]. Biological
mechanisms, responsible for such properties of
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breast milk, are studied still insufficiently and
further researches are needed.

Joint studies with prenatal and postnatal pro-
biotic usage showed considerable decrease of gene-
ral eczema manifestation and/or IgE-associated
eczema in 6 from 9 randomized clinical trials with
participation of children up to 2 year old [67, 124,
132, 142, 186, 263]. In three trials, such effects
were not observed [21, 111, 139].

2012 Metaanalysis detected significant lowering
of eczema risk in 2-7 year old children, when women
took probiotic lactobacilli during pregnancy,
as compared with placebo and probiotics of other
content [65]. In two other trials with the use of dif-
ferent probiotic mixtures, eczema decreased in
ayear [132] and in three months, accordingly [ 186].

K. Wickens et al. (2008) has studied effect of
two types of probiotics against placebo and
showed that the stain L. 7hamnosus HN0OO1 signifi-
cantly lowered total eczema and IgE-associated
eczema on the 2 year, however, it has no influence
on the state of sensitization [264].

According to S.I. Woo et al. (2010), 12-week
intake of L. sakei KCTC 10755BP by small chil-
dren also led to lowering of atopic dermatitis and
thrice decreased the disease activity comparing
with children that were given placebo [265].

Analysis of the results available confirms consi-
derable differences between probiotics in their bio-
logic activity. Consequently, while planning clinical
trials with probiotics, careful analysis should be
done of not only species, but also strain content.

It should be noted that, in spite of positive effect
of a number of probiotics, some researchers observed
also increased incidence of asthma-like symptoms,
two [139] and seven years after probiotic intake was
finished [126]. Therefore, it is very important to
take care of tested groups over a period of several
years in order to clear up the duration of probiotic
influence on the health of children.

At application of probiotic strain L. paracasei
F19, lowering of general eczema cases was observed
after 13 months [260]. Overall, these researches
show that only postnatal application of probiotics
may be insufficient to lower clinical symptoms of
allergic diseases; therefore, early period of life, when
we may influence microbiome and immune fun-
ction, may begin before birth. Because of differences
in trial organization, it is rather hard to obtain sig-
nificant conclusions. Apparently, only prenatal
using of probiotics is insufficient, they should be
used also in postnatal period.

F. Campeotto et al. (2011) studied efficiency of
a probiotic culture, based on Bifidobacterium bre-

vis and Streptococcus salivarius subsp. thermophiles,
on premature infants. Infants with gestational age
30-35 weeks were given the probiotic and the
authors observed lowering of proinflammatory
markers, associated with some features of gastro-
intestinal tolerance [46].

According to P. Van Baarlen al. (2009), probio-
tic based on Lactobacillus plantarum induces tole-
rance to food allergens owing to initiation of AhR-
signaling path within mucous membrane [246].

Increasing results confirm reasonability of using
probiotics to prevent respiratory diseases in chil-
dren. Double blind, placebo-controlled, randomized
study was performed from 1 December 2000 till
30 September 2002 in 14 centers of child-care in
province Beersheba (Israel). Healthy, full-term
infants of 4 to 10 month age were included
in the study. Duration of observation for each parti-
cipant was 12 weeks. Probiotics based on lactobacil-
li and bifidobacteria considerably lowered disease
frequency in children with respiratory pathology and
shortened the disease duration, which allowed dimi-
nishing the doze of administered antibiotic [259].

Microbiota modulation was proposed as a pre-
ventive means against usual cold and influenzal
symptoms in children [155, 274]. In double blind,
placebo-controlled, randomized study, 326 chil-
dren 3 to 5 year old were given during 6 months
twice a day probiotic strain Lactobacillus acidophi-
lus (n=110), the mixture of strains L. acidophilus
u B. animalis lactis Bi-07 (n=112), or placebo
(n=104). To the end of the study, children taking
one-strain or combined probiotic had considerab-
le lowering of frequency and duration of states
with higher temperature, cough and rhinorrhea
as compared with placebo group [155].

Randomized, placebo-controlled, study showed
improvement of mucosal immunity and decreased
frequency and severity of intestinal and respirato-
ry diseases in children that were given yoghurt,
containing the probiotic strain L. rhamnosus
CRL1505. Frequency of infectious diseases decre-
ased from 66% in placebo-group to 34% in the
group that received yoghurt with probiotic.
At that, in children that received yoghurt, severi-
ty of such diseases, as fever, decreased and the
need in antibiotics lowered [250].

One more randomized, clinical trial with the
participation of 110 healthy children in the age
of 1 month to 4 years showed prophylactic effici-
ency of multiprobiotic Symbiter in respect of sea-
sonal respiratory diseases. 3-month course
of the multiprobiotic lowered severity of acute
respiratory viral infection in children and dura-
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tion of main symptoms of the disease; probability
of the disease complications was also lower
and, accordingly, the need in antibacterial prepa-
rations decreased [2].

According to A M. Deasy et al. (2015), probio-
tic based on the species Neisseria lactamica in the
form of nasal drops lowered colonization of menin-
gitis causative agent Neisseria meningitides. It is
supposed that these effects are realized due to the
mechanisms of competing interactions between
microorganisms or through innate immune res-
ponses, which become activated at the availability
of necessary symbionts [60].

Treatment with modification of microbiome
content, including faecal transplantation and pro-
biotic usage, improved some symptoms of child
autism [128, 219].

In view of numerous results available, usage of
probiotics for prophylaxis and treatment of dysbio-
tic violations in children represents large interest.
At the same time, prophylactic usage of probiotics
in neonatology still induces many discussions.

In particular, according to one opinion, prescrip-
tion of prebiotic preparations to practically healthy
newborns is unreasonable, as it may interfere with
replantation of mother physiological strains. Howe-
ver, it should be taken into account that at once after
the birth the child finds itself in the world, which is
closely peopled with opportunistic microorganisms,
among which nosocomial strains present a special
hazard for its health. In adults, most part of exoge-
nous microflora is perished due to mechanisms
of specific and nonspecific protection, while
newborn organism is less defended from the outer
microbiological attack. Therefore, substantial part
of microbe cells, entering into its organism, has
a chance to survive and disturb the mechanisms
of its microbiome formation.

Main protection of the newborn organism
is the contact with the body of healthy mother and
natural feeding. In most cases, such preventive
mechanisms are not sufficiently effective. In parti-
cular, this may be seen in the fact that currently
the phase of transitory dysbiosis in healthy
newborns persists not less then a month and
sometimes may lasts 2—3 years, while in the past
this phase lasted only 6-8 days [4].

Neonatal age is characterized by maximal ten-
sion of all organism adaptive reactions; in this
state, the spectrum of microflora, contacting with
the organism, and the degree of its aggressive pro-
perties have extremely large importance. Newborn
organism is very vulnerable; it is subjected to high
risk of colonization with hospital strains of poten-

tial pathogens with their penetration into near-
epithelial biofilms. «Defective» biofilms of high
stability may form; they promote development
and chronization of pathological processes not
only in digestive tract but also in other organs and
systems [7, 8, 13].

At neonatal infections, traditional usage of
antibacterial preparations complicates still more
the formation of healthy microbiome; this lead to
selective advantages of opportunistic microflora
due to the proliferation of antibiotic-resistant bac-
terial clones. Moreover, there is a danger of candi-
do-mycoses, pseudomembranous enterocolitis and
other complications.

Therefore, probiotic optimization of the micro-
biome formation in newborns, including prematu-
re infants, is one of effective approaches to their
successful postnatal adaptation.

Until the present time, there are disagreements
concerning effectiveness of probiotics on newborns
in different clinical situations; it, to a considerable
degree, is associated with using in studies of prepa-
rations with different content. There is common
opinion about reasonability of using probiotics.
However, clinical effect of a number of preparations
has not been demonstrated; such effect was mecha-
nically transferred from other preparation with
similar species content. Such situation is inaccep-
table, as among great diversity of strains for each
species of microorganisms, only some of them pos-
sess high probiotic effectiveness.

Therefore, medical and prophylactic usage of pro-
biotics, based on physiologic bacteria, in neonatology
and pediatrics is one of perspective methods for
making healthier child population. Safety and sim-
plicity of their application attract growing number
of specialists to the methods of probiotic therapy and
prophylaxis. At the same time, large introduction
of «child» probiotics into the practice requires
further studies to optimize their application.

Besides probiotics, prebiotics, fermented milk
products and some enterosorbents may be used for
making healthier child microbiome.

Prebiotics are food components, chiefly oligos-
accharides, which, because of their structural
organization, are not digested in small intestine;
they are fermented in large intestine by anaerobic
saccharolytic bacteria, which promotes the growth
of their population in the microbiome. It is obvio-
us that the greatest positive effect has prebiotics
known as short chain fatty asides (SCFA).

Prebiotics may be used in the content of child
mixtures. According to S. Fanaro et al. (2005),
combination of galacto-oligosaccharides (GOS)
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and fructo-oligosaccharides (FOS) in the ratio
close to their content in breast milk may stimulate
the growth of bifidobacteria. Such mixture may
influence the distribution of certain species among
gut microflora and change faeces pH and the levels
of SCFA, brining their concentrations closer to the
content in the gut of infants on breast feeding [75].

M. Haarman and J. Knol (2005), using similar
prebiotic mixtures on allergic children, showed
their ability to induce bifidobacteria content close
to healthy children on breast milk feeding [97].
Along with other means for improving microbio-
me, prebiotics increase functioning of newborn
immune system and protect the organism from
pathogens [42, 222].

Complex of probiotics with prebiotics — syn-
biotics — are also of significant interest. Many spe-
cialists suppose that prebiotics synergistically
interact with probiotics and exercise a significant
positive influence on the state of microbiome and
the health of intestinal tract.

In the study K.G. Wu et al. (2012), children with
eczema (from moderate to severe) were threated
during 8 weeks with the combination of lactobacilli
strain from the species L. salivarius and FOS. Such
treatment gave significant lowering of the illness
severity as compared with the children that were
given only FOS; but, in the study, placebo group,
needed for reliable comparison, was absent [267].

Advantage of fermented milk products in child
feeding has been proved in many researches.
In particular, regular consumption of probiotic
products lead to quick restoration of physiologic
microbe balance in biotopes of intestinal tract,
favours the treatment of peptic ulcer, colitises,
acute gut infections, improves the state of patients
with metabolic disorders.

Some types of enterosorbents also enter to
the group of means for microbiome impro-
vement. Mechanism of their action is mainly
caused by sanitization of gut lumen and impro-
vement of the conditions for functioning
of physiologic microbiota.

Enterosorption is a non-invasive method of the
efferent therapy. With the choice of adequate sor-
bent, it may promote effective purification of the
organism from allergens, mediators, the products
of allergic and inflammatory reactions, metaboli-

tes, toxins, active peroxide compounds, viruses
and other substances. Improvement of biotopes
optimizes conditions for functioning of physiolo-
gic microbiome [6, 9, 19].

At present, we may choose a large assortment of
different enterosorbents; however, not all of them
are effective at microbiome disorders, especially in
children.

Enterosorbents based on clay minerals are per-
spective for using in pediatrics; for example, smec-
tites that are characterized by small particles
and ability to form gels with cytomucoprotector
properties. Smectites possess high adsorptive,
water-retaining and ion exchange properties
[6, 9]. Of large interest is their ability to sorb gut
viruses; therefore, they are effective at enterovirus
infections [9, 239]. Smectite was shown to sup-
press infectivity of 90% rotavirus inoculum
at minimal concentrations during a minute of their
contact [239].

Fundamental researches the authors led to the
creation of a new generation of effective enterosor-
bents of the series Symbiogel®; they showed high
results in the complex scheme of microbiome
improvement in children. This series enterosor-
bents ensure effective sanitization of intestine
tract, improvement of protective mucous layer of
gut wall and conditions for active vital activity of
physiological bacteria.

Conclusion

Numerous studies of the last two decades show
that microbiome makes a substantial contribution
into formation and maintaining the child health.
It takes part in essential physiologic processes
from the moment of conception and guides the
development of child organism. Biologic potenti-
al of microbiome and its unique role in maintai-
ning the child health are enormous. Scientists and
medical practitioners should give special atten-
tion to the process of microbe system formation in
pery- and postnatal periods in order to preserve it
in healthy state in the future. Anomalies in the
structure of microbiome associate with a wide
spectre of diseases; therefore, its optimization and
improvement in the early age is an extremely
important factor for improving the health of chil-
dren and adults.
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0630p NOCBSALLEH U3Y4EHMIO CBS3M MUKPOGMOMA C (DU3NONOrMYECKIMU W NATONOTNYECKUMI NPOLLECCaMM, NPOTEKAOLLMMU NPW Pa3BUTUM OpPraHM3Ma pebeHka.
MpuBeseHbl COBPEMEHHbIE AaHHbIe, KacatoLLMecs CTaHOBEHUA MUKPOBUOMA Y AeTEN, HAYNHAR C BHYTPUYTPOBHOMO pPa3BuTUS NOAA, a TaKKe MUKPOOGUOMHBIX
M3MEHEHNIA, NPOTEeKaoLLMX B NPOLIecce OHTOreHe3a. [laHa XxapakTepucTiika cocTaBa U (PYHKLUMOHANIbHON aKTUBHOCTU MUKPOBMOTbI Y ieTeli paHHero Bo3pacra.
OnucaHo BANSHWE U3MEHEHHOrO MMKPOOMOMA Ha pa3BuTME 3a60NeBaHUi AETCKOro Bo3pacTa. [poBeeH aHanu3 pesynsTaToB UCCNEeA0BaHMNA, Kacatowmxes
L1eneco06pa3HoCTM UCNONb30BAHUA OTAENbHbIX CPEACTB 03A0POBNEHUS MUKPOBUOMA NPU PasHON hopmMe AEeTCKOI NaTonorui.

ABTOpbI 3a8BNAOT 06 OTCYTCTBUW KOH(PNKTA MHTEPECOB.

KnioyeBble cnoBa: Mukpo6uom, MUKpob6uoTa, MeTabonuTbl, 3a6onesaHus, BocnaneHue, AUCO6M03, UMMYHUTET, NPOGUOTUKN, NPEOGUOTUKN, CUHONOTUKM,
3HTEPOCOPOEHTBI.

Ponb mikpo6ioma y hpopmMmyBaHHi 340p0OB’a ANTUHMU (ornaa nitepaTypu)
A.C. ArkoBebkuif', BI1. LLnpo6okos?, I'.C. JumeHT’

'HBK «0.[. Mponicok», ¢. Benuka Binbluanka, YkpanHa

*HauioHanbHuin meauyHuin yHisepcuteT imeHi 0.0. boromonbus, M. Knie, YkpaiHa

Ornag NpuCBAYEHO BMBYEHHIO 3B A3KY Mikpobioma 3 (hi3ionoriyHumMu i naTonorivHMMM npoLecamu, Lo Bif6yBalOTbCA Mif Yac PO3BMTKY OPraHi3my AUTUHU.
HaBeaeHo cyyacHi AaHi LIOAO CTaHOBNEHHS MiKpo6ioma y AiTeil, NOYNHAI0YM 3 BHYTPILLHLOYTPOGHOrO PO3BUTKY MNOAA, @ TaKOX MIKPOGIOMHWX 3MiH, L0
BiflOYBAKTLCA Y NPOLECi OHTOreHe3y. OxapakTepu3oBaHo CKnag i (DYHKLIOHANbHY aKTUBHICTb MIKpO6IOTW y AiTeil paHHbOro Biky. On1caHo BNAMB 3MiHEHOMO
MiKp06iOMa Ha PO3BWUTOK 3aXBOPKOBAHb AUTAYOrO BiKy. [1pOBefeHO aHani3 pesynbratiB AOCHiIIKEHb LO0A0 AOUINbHOCTI BUKOPUCTAHHA OKpeMUX 3aco6iB

0370pOBIEHHS MiKpO6ioMa Npu pi3HUX hopmax AUTAY0I naTonori.
ABTOPM 329BNIAKOTH NPO BiAACYTHICTb KOHMNIKTY IHTEPECIB.

Kntoyosi cnosa: mikpo6iom, MikpobioTa, MeTab0oniTh, 3axXBOPHOBAHHA, 3ananeHHs, Anc6ios, iMyHITeT, Npo6ioTUKN, NPe6ioTUKN, CUHEIOTUKM, EHTEPOCOPBEHTH.

Mukpo6uom peGeHka u HakTopbl, BAHSIONINE
Ha ero ¢opMHpOBaHUE

ITporwio ysxe 6osbiiie 18 et ¢ Tex mop, Kak ObLIO
cOpMyJIMPOBAHO HAy4YHOE OIpeIeIEHNe MUKPO-
OroMa KaK YHUKAIBHOTO OPraHa YesOBeKa, OCHOBY
KOTOPOTO COCTABJISIET COBOKYITHOCTH MHKPOOHBIX
COOOIIECTB PA3JIMYHBIX IKOJIOTHYecKrX Hutl [150].
C Tex mop usyvenne MUKpOOMOMa MPOTPECCUPOBA-
JIO B UCKJIFOUUTENIBHO OBICTPOM TeMrie. B yactHoCTH,
MHOTOUNCJIEHHBIE WCCJIEJIOBAHNS, JIaBINE BeChbMa
MHTEPECHBIE PE3YJIbTATHI, ObLIN TIPOBEIEHBI B PaM-
Kax Tpoekta <«Mukpobuom uenosekas (Human
Microbiome Project) [244]. B xome peanmsanuun
ATOTO MPOEKTA MOJIYYEHO MHOKECTBO YOEIUTE b
HBIX /IOKA3aTeJbCTB OTPOMHOTO TIOTEHIINAIa BO3-
NEVCTBUST MUKPOOMOMA Ha PA3JINYHbIE TTPOIIECCHI
(DYHKITMOHUPOBAHMS OpPTaHW3Ma YesOBeKa, BKJIIO-
yas MeTaboJImuyeckre MexaHusMbl Mosra [19,35,39,
40,59,63,73,77,83,226,227,245,258,268,269,275].

Oco06bliif MHTEPeC BBI3BIBAIOT BOIPOCHI CTAHO-
BJIEHVSI MUKPOOUOMA Y JIETEHl, MOCKOIbKY OT CTe-
neHn (U3NOJOTUIHOCTH ATOTO TPOTIECCA 3aBUCUT
He TOJIBKO POCT M Pa3BUTHE JIETCKOTO OPTaHU3MA,
HO U €TO0 37I0POBbE B JAJbHEHIITNE CTa U KU3HL.

[TepBuunoe GopmupoBaHue MHUKPOOHTOMA
B Omoromnax pebGeHKa HMEET CBOU XapaKTepHbIe
0COOGEHHOCTH, 3HAYUTETHHO OTJIUYAIONINECS OT
MEXaHU3MOB PAa3BUTUS BCEX OCTAJIbHBIX TKAaHEN,

OPraHoOB U CHCTEM. ITOT TPOIECC MPOUCXOJINT,
B OCHOBHOM, B ITEPUHATAIBHOM U PAaHHEM JETCKOM
BO3pacTe, W Ha €Tr0 PA3BUTHE BJUSIOT MHOTHE
(akTopbl, B YACTHOCTH COCTOSIHUE MHKPOOHOMA
MaTepu, XapakTep BCKapMJMBaHus pebeHKa,
palroH JKEHITUHBI BO BpeMsi OEPEMEHHOCTH W
IPYZHOTO BCKapMJIMBaHUsI, Ka4eCTBO TPYIHOTO
MOJIOKA, IPUMEHEHNE MENKAMEHTO3HOM Teparim
(0co6EHHO aHTUOMOTUKOB), COCTOSTHIE OKPYIKAIO-
e cpejibl U Ip.

PesynbraThl mccaegoBaHWN  MOCTEIHUX JIET
MOCTABUJIM TIOJl COMHEHWE TPesKHUE TIpeicTaBie-
HUSI O CTEPUJIBHOCTU YCJOBUU IJIAIEHTAPHOTO
Tepro/ia Pa3BUTHS TIJI0/IA U TTOTMATHYJIN YiKe CTaB-
1ree KJIACCUYECKUM YTBEPIKIEHNUE O TOM, 4TO TIep-
BOE 3HAKOMCTBO OpTraHM3Ma MJIAJeHIa C KUBOI
MUKPOGIOPON MPOUCXOAUT B POMOBLIX MyTAX
Marep. B psze pabor mosydyeHsl yOeauTebHbie
CBUJIETEIBCTBA TOTO, YTO TIPOIIECC CTAHOBJICHUS
MUKPOOHOU CHCTEMbI HAUMHAETCS €lle B MEePUOJ
BHYTPUYTPOOHOTO PasBUTHS ILJI0/IA 3a CUeT POPMU-
poBaHMs B OpraHusme GepeMeHHOH YHHKaJIbHOTO
[0 CBOEHl 3HAYMMOCTH MUKPOOMOMA ILIAIlEHThI,
0 CYIIECTBOBAaHUN KOTOPOTO CIIEIMATUCThI HE TaK
MaBHO maxke He momospesamm [18,20,28,54,85,88,
200,236].

[lepBbie cBefeHHSI O TOM, YTO MHUKPOOUOM
MOKeT (DOPMHUPOBATHCS Y MJIEKOMUTAIONINX €Tle
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1o poxaenusd, mogsunch B 2008 roxy. Uccnenosa-
Tesim U3 yHuBepcurera Komruryrence B Mazpune
(Complutense University of Madrid) mo6asisin
B KOPM GepeMeHHBIM MBIIIIaM MOJIOKO, COZIEPIKaIIee
MeyeHble MHKPOOPraHU3Mbl. 3a [IeHb /0 HasHa-
YeHHOTO CPOKa POZIOB MBIMIAM TPOBETHN KECapeBO
cevyeHue B CTEPUJIbHBIX YCJIOBUSIX, @ Y HOBOPOXK/IEH-
HBIX MBIIIEH UCCIeI0BAI MEKOHUI, B KOTOPOM
obHapy:xuu Mederbie bakrepun [119].

B 2009 romy amepukaHCKuWe HcCCIeOBATETN
OMyOJIMKOBAIN IaHHbBIE 00 M30JSIINN U3 TUIATIEH-
Tl 34 nanuentoxk JHK 6udugodbakrepuii u rak-
tobarust [220]. TTockoIbKY KyJIbTUBHPOBAHUEM
Ha MUTATETBHBIX CPEIax SKUBbIE MITKPOOPTAHU3MBI
OOHAPYKUTH HE YAAJIOCh, aBTOPBI ATOTO MCCIIEI0-
BAaHMS TPEANOJOKUIN BO3MOKHOCTb TPAHCJIO-
KAl MOJIEKYJT HYKJIEHMHOBBIX KHCJIOT depes
mIareHTapuyio 060m04ky. [lo MHEHUIO Hccieno-
BaTesieil, GyHKIUs OOHAPYKEHHBIX B TLIAIEHTE
HYKJIEMHOBBIX KHCJIOT MOXKET 3aKJII09aThCs B CIIO-
cobcTBoBaHUM Oojiee paHHEMY, 4eM IPenoJa-
rajloch, pPas3BUTHUI0O WMMYHHBIX MEXaHU3MOB
Th-1-tuna wepes axrtuBanuio Toll-9-mogo6HOTO
perenitopa [220].

Y6enurenpHbie OKA3aTENBCTBA CIIOCOOHOCTH
MHUKPOOHOTBI GEPEMEHHON JKEHIIUHBI TPEOI0JIe-
BaTh IUJIAIEHTAPHBIN Oapbep OBLIM TOJYYeHbI
B 2012 romy rpymnmoil y4eHBIX U3 YHUBEPCUTETA
Basencuu, o6Hapyxusiieii Gakrepuu pojaa Lacto-
bacillus v Escherichia 8 mexonuu 20 HOBOPOXK1€H-
ubix feteti [100]. IIpwaem, mpuMepHO Y TIOJTIOBUHBI
HOBOPOJK/IEHHBIX JIOMUHUPYIOIUMU OKa3aJnCh
JIAKTOOAIMILITIBL, B TO BPEMsT KaK Y JPYTOM MOJIOBH-
HBI TIpeolajziaia KUIIedyHasi Majoyka. 3aBUCH-
MOCTbh COOTHOIIEHUS] MEXKIy JaKToOaImIIaMmu
1 3UIEPUXUSIMU OT PA3JUYHBIX BHEITHUX (haKTO-
POB U (HU3UOTOTHYECKIX OCOOEHHOCTEI Opranu3-
Ma Marepu 4YeTKO yCTaHOBJIeHA He ObLIa, OJHAKO
WCCJIeIOBATENIN  TIPEATIONOKIIN, YTO COCTaB
MHUKPOOHOMa HOBOPOJKIEHHBIX 3aBUCHUT OT 0Opa3a
KU3HI OePEMEHHON JKEHIIIHDI, €€ TUeThl 1 (Hhu3u-
yeckoit Harpysku [100].

[To3:xe mpucyTCTBUE MUKPOOPTAaHU3MOB B Me-
KOHUU ObLJIO TMOATBEPIKAEHO JAPYTUMU UCCIIEN0-
Banusimu [92,178,236]. ABTopbl aTmX pabor
YCTaHOBUJIH, 4TO TIPE0bIajIale B MEKOHUH YCJIOB-
HO-TIATOTEHHBIX OAKTEPUN aCCOMUUPOBATIOCH C
IIPEIPACIIONIOKEHHOCTBIO MITAJIEHIIEB K aJlTepriye-
CKVM U PECTIUPATOPHBIM 3200JI€BAHISIM.

KpaTkoBpemeHHast KOJTOHM3AINS CTEPUIBHBIX
MBITIEl BO BpeMsi GepeMeHHOCTH O0OecTieunBaeT
CO3peBaHUE BPOXKIEHHOTO UMMYHUTETA § UX 0Oe3-
MHUKPOOHBIX OTIIPBICKOB, UTO JIA€T JIYUIIYIO 3alI[H-
ty ot undeknuii [90]. Ilockosbky wunHbeKIUN

UIPAIOT BaKHYIO POJIb B HApPYLIEHUU Pa3BUTUSI
pebeHKa, 9TU Pe3yJbTaThl MPEANOJIaraloT, YTO
TPAHCJIOKAIUST KUIIEYHBIX MUKPOOHBIX MPOIYK-
TOB OT MaTepH ILIOAY UTPAET BAKHYIO POJIb B CO3-
peBaHUN MMMYHHUTETA U, BO3MOKHO, B Pa3BUTHHU
(dheHoTHa pebeHKa Mocye POKIACHMS.

B 2014 rony nccaenosatenu us Texacckoii net-
CKOW GOJIBHUIIBI B XbIOCTOHE OIPEAETIUIN IeHe-
THYECKHE TIOCJIe[0BATEbHOCTH OaKTepHil U3 mia-
et 320 skennuH. TkaHu Opajuch cpasy Ke
mnocJje POJOB, W3HYTPU IJIAIEHTBI, TO €CTh
orobOpaHHble 00pasibl He COIPHUKACAINCH C
MUKPOOUOTON POJOBBIX IyTeit. B ncciepoBanHbIX
TKaHAX OBLT OOHAPY/KEH YAMBUTENbHO MIMPOKUI
criekTp OakTepwii. BoisiBiieHme 9T0ro MUKpPOOHOTO
co00IIecTBa CBUETEIHCTBYET O CYIIECTBOBAHUM
YHUKQJIBHOTO TIAIIEHTAPHOTO MUKPOOHOMa, KOTO-
PbIii, 6ECCIIOPHO, MPEACTABsIeT BasKHelee 3Ha-
yeHue /I PA3BUTHS TII0JIA U TTOCJIEYIOIIEro cTa-
HOBJICHUST MUKPOOHOI crctembl pebetika [20].

Wcnonb3yss MeTareHOMHBIN aHanu3, ydyeHble
0OHapYKUIM B TLIalleHTe GAaKTEePUU TISTH OCHOB-
HBIX TUIIOB MUKPOOHOMA B3POCJIOTO YeoBeka: Fir-
micutes, Tenericutes, Proteobacteria, Bacteroidetes
u Fusobacteria [20].

['maBHOI HEOKMIAHHOCTBIO 71 YUEHBIX CTATO
TO, UTO 3T MUKPOOPTAHU3MbI OTJIMYATUCH OT
KHIEYHBIX U BarWHAJIbHBIX MHKPOCHMOMOHTOB
JKeHIIMH, HO OKa3aJInCb NACHTUYHbLIMU 6aKTe-
pusiM, MIAPOKO TMPENCTABJIEHHBIM B COCTaBe
6uorieHo03a POTOBOII mostocTr. I[IpuHNMast BO BHI-
MaHWe BbISIBJIEHHbBIE PA3JIMUMS MEK/LY TIalieHTap-
HBIMU MHUKPOOMOMAaMM JKEHIUH, BBIHOCHUBIIUX
pebeHKa MOJHBIN CPOK, W POAMBIINX MPEKIEBPE-
MeHHO (110 37-ii Hemen 6epeMeHHOCTH ), HCCIIEI0-
BaTeNU CJleJIaJii BBIBOJ, UTO MaTOJOTHYECKUI
MUKPOOMOM IIJIAIleHThI MOKET ObITh (haKTOPOM
pUCKa TIpeKIeBPeMEHHbIX poaoB. Kpome Toro,
YCTAHOBJIEHO, YTO Ha COCTaB IJIAlleHTapHOU
MUKPOMJIOPHl HETATUBHO BJUSIIOT TIepeHeCeHHbIe
Marepbio 10 POLOB MHMEKIIMOHHbIE 3a00/I€BaHMs,
B TIEPBYIO odYepe/ib WH(MEKITUU MOYEBBIBOISIINX
myTeii B IepBoM TpuMecTpe bepemernocTu [262].

CrieqryeT OTMETUTD, YTO MUKPODIOPA POTOBOTO
MIPOMCXOKACHIST OOHAPY/KUBATaCh B aMHUOTHYE-
CKOUM JKUIKOCTU JKEHIIUH W paHee. Tak, ere
B 2002 roxy mosgBUIIOCH cooduieHne 06 N30ISAINN
13 OKOJIOTIOAHBIX BOJ OEPEMEHHBIX ¢ 3allIaHM-
POBaHHBIM KecapeBbIM cedeHreM (y300aKTepuii
U CTPENTOKOKKOB, WJEHTUYHBIX MUKpOhIope
poroBoli mojsoctn. Ho Torma wucciaemoBaTesnn
MIPETIONIOKUIN BO3MOKHOCTH WH(PUITUPOBAHUS
OKOJIOTIJIOZHBIX ~ BOJl  YCJIOBHO-TIATOTEHHBIMU
MUKPOOPraHU3MaMHK 32 CYET UX TPAHCJIOKAIIUU U3
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POTOBOI TOJIOCTH TIO KPOBOTOKY W TIPEJIOKUIN
paccMaTpuBaTh 9TOT (heHOMEH B KayeCTBE OJTHOTO
13 MapKepoB OCJIOKHEHMIT GepemenHocTH [32].

CoBceM HeIaBHO TPyTITa aBCTPATUIICKIX UCCTe-
nosareneir u3 Yuusepcutera Jaut Koysu (Edith
Cowan University) n YuuBepcuteta 3amagnoi
Ascrpasmiu (University of Western Australia) y6e-
JIMTEJIBHO TIOATBEPANIIN HAIMYKe MUKPOOOB B TLIa-
1eHTe, aMHUOTUYECKON SKUAKOCTH W MEKOHWH
HOBOPOJK/ICHHBIX. YU€Hble YCTAaHOBUJIM IPUCYT-
CTBHE B 3THX MHKPOOMOMAxX IIMHPOKOTO CIEKTpa
BUIOB OaKTepuil, pacpOCTPaHEHHBIX Ha KOKE,
B POTOBOI MOJIOCTH U KUIIIEYHUKE Jitofieit [236].

BoisiBsieHue y T1aneHThl coOOCTBEHHOW MUKPOO-
HOU 9KOJIOTHH, KOTOpasi, OECCIIOPHO, OKa3bIBaeT
CYIIleCTBEHHOE BJIUSIHUE Ha POCT U Pa3BUTHE
TJI0/1a, B TOM 4ucJie Ha (hPOPMUPOBaHE er0 MUKPO-
61oMa, CBUAETENBCTBYET O Oojiee MaciiTabHOM
BJIUSHUU MHMKPOOMOMA JKEHIMHbI Ha 370POBbE
pebeHKa, 4eM TPEAIoarajoch eiie HelaBHO.
Kpome Toro, 1osryueHHble pe3yJIbTaThl SIBJSIOTCS
ele OJHUM JIOKA3aTeJIbCTBOM CITPABEJINBOCTH
MOJIOKEHNS O TECHOW B3aMMOCBSI3M JIOKAJTbHBIX
OUOIIEHO30B OPraHN3Ma, OObEANHEHHBIX B €IUHY IO
MUKPOOHYIO 9KOJOTHYECKYIO CHCTEMY, YIaCTBYIO-
IIYIO B CAMbIX PA3IMYHBIX (DYHKIMIX U PEAKITHSIX
JPYTUX OPraHOB U CHUCTEM, 0OecriednBast U MOIep-
JKUBasi TOMEOCTa3s.

Takum 06pa3oM, B HOPMAJbHBIX YCJOBUSX
azanTaius pebeHKa K )KU3HU B MUKPOOHOM MUpe
HAYMHAETCS 33JI0JITO /10 POSKIEHUS, U OT KauecTBa
BHYTPUYTPOOHOTO MUKPOOHOTO OKPYIKEHUSI 3aBH-
CUT KaK Pa3BUTHeE TJI0/Ia, TaK U (PUBHOJOTUIHOCTD
POKIEHUST W MOCTHATATbHOE 37I0POBbE PeOEHKA.
Berpeua ¢ cuMOMOTUYECKUMI MUKPOOPTaHU3MaMU
yKe B yTpobe mMarepu — 9TO BayKHEHIINH Mexa-
HU3M JITUTETHHON a/laliTallii IIJI0/Ia U €T0 UMMY-
HOJIOTHYECKOTO armnapara K ;KU3HU B MUPE MUKPO-
60B, B KOTOPBIII OH TOMAAET IMOCTE POKIACHWUS.
B a0 cBA3U Ype3BBIYAITHO BasKHBIM ITPEICTABIIS-
eTcsl 03/I0POBJIEHNE MUKPOOMOMA JKEHIIMHBI eIlle
Ha CTaJNy TJIAHWPOBAHWS OEPEMEHHOCTH C Jajih-
HEWIUM  [OJ/IEPKAaHUEM €ro  HOPMaJbHOTO
COCTOSIHMSI Ha TIPOTSKEHUU BCell GepeMeHHOCTH
U Tleprojia TPYAHOTO BCKapMJIMBaHUS pPeOEHKa,
TO €CTh B NEPUO/Ibl MAKCHMAJIBHOTO BO3/IEHCTBUS
MUKPODIOPHI JKEHCKOTO OpraHu3Ma Ha (popMupo-
BaHue y pebeHKa COOCTBEHHOTO MHUKPOOMOMA.
[Tpu 5TOM BHUMAaHME IOJIKHO Y/IEJSATHCS HE TOJIb-
KO COCTOSTHUIO KHIEYHOTO W BarMHAJBHOTO OUO-
I[EHO30B, HO M BCEX OCTaJbHBIX OGHOTOIOB Opra-
HU3Ma, BKJII0YasT POTOBYIO TIOJIOCTD.

B nanbieittreM, B Tlepruol pOKAEHNS 1 TTOCTHA-
TaJIbHO, peOEHOK aKTUBHO KOJIOHU3UPYETCS MaTe-

PUHCKUMHU IITAMMaMU JIPYTUX GUOTOIIOB: KUIIIEeY-
HUKAa, BJIATaJIMIIA, KOKU, IPYIHOTO MOJIOKA.

Tax, H. Makino u coasrt. (2013) ycranoBuin,
YTO KWINEYHWK POAUIBHUIIBI SBJSETCS ISt
ee pebeHKa BakKHBIM MCTOYHUKOM KOJIOHM3AIUU
(busnosornuecKUMU MUKPOOPraHu3MaMi, B 4acT-
Hoctu Gudupobakrepusivu. 1o JaHHBIM HCCIIE-
JoBaTesieil, 3[0pOBble MJIAJEHIIbI, POKIEHHDIE
€CTECTBEHHBIM IyTeM, MPUOOPETAIOT B TEYEHIUE
MepPBBIX TpexX JHel mocyie poxkaenuss ot 1 o
7 mramMMoB OubuIOOAKTEPHIl U3 KHUIIETHOIO
MUKpoOroma Matepu | 164].

BaxxubpiM (hakTOPOM, BJIHUSIONIUM Ha IPOIECC
MUKPOOHON KOJIOHM3AINUK OMOTOTIOB OpraHM3Ma
u (opmMupoBanne MUKpPOOMOMA, ABJISAETCS TecTa-
IMOHHBIH Bo3pacT pebeHka. 3acejeHue CJu-
BUCTBIX 000JI04€K CHUMOMOTHYECKUMU MHUKPO-
OpTraHM3MaMi y HEJIOHOMIEHHBIX J[eTeil YacTo
MPOXOAUT Gosiee MEIJIEHHO, Y HUX Hab/I0gaeTcs
6osbIas BapruabebHOCTh OMOIIEHO30B 1 MEHbIIIee
UX pasHooOpasye M0 CPaBHEHWIO CO 3I0POBBIMU
noHoteHHpiMu eTbMu [85,156,164]. Ectb cBeje-
HUSI, 9TO C MTPEKIEBPEMEHHBIM POKICHIEM MOKET
OBITH CBSI3aHO HapYIIEHWEe COCTaBa MaTEPUHCKOTO
mukpobuoma [18,51,127,206].

ITo panubiv D.A. Chernikova u coast. (2018),
HEIOHOIIIEHHbIE JIETH UMEIOT Pa3jIndusi B Pa3HO00-
pasuy MUKPOOOMA B 3aBHCHMOCTH OT TeCTAIIHOHHO-
ro Bospacra [51]. PanurMu mocesieHaMu GHOTOIOB
HEJIOHOIIEHHBIX JIETell YacTO SIBJISTIOTCS  YCJIOBHO-
MaTOTeHHbIE TIPEACTABUTEN POIOB Staphylococcus,
Escherichia, Streptococcus, Enterococcus, Klebsiella,
Clostridium, Candida w np. [5,15,17,96,118,119].
B T0 ke BpeMst 0ObIYHBIE /JIsT KUIITIEYHUKA 3[I0POBBIX
JIOHOIIIEHHBIX JIETell CaXapoJMTHYECKHe aHadPOObI
ponos Bifidobacterium v Lactobacillus B ctyie Heno-
HOIIIEHHBIX JeTell 00Hapy;KUBAIOTCS He BCeria
U B HelocTaTouHoOM KosimdectBe [15,164]. 3amen-
JIeHHast KOJIOHM3AIlMs M MeHbIlee pasHooOpasue
KUTIEYHOH MUKPOOMOTHI Y HEIOHOIIEHHBIX JeTei
B HEKOTOPOI1 CTEIEHN CBSI3aHbI C COEPKAHIEM UX
B aCENTUYECKUX YCJIOBUSAX OTIETEHNI NHTEHCUBHOIM
Tepanuy U OTCPOUYEHHBIM KOpMJIeHueM per os [156].
Kpome Toro, mmpokoe MCIo/ib30BaHue aHTHOUOTH-
KOB y TaKUX JeTell TakKe MOKET OBbITh BayKHBIM
(hakTOpOM, OTBETCTBEHHBIM 32 HAPYIIEHHME COCTABA
mukpobrotsr [10,11,198], u3-3a yero HemoHOIIEH-
HbIE JIETH MOTYT OBITH GOJiee BOCTPHUMYUBBHIMU
K paccTpoiicTBaM (QYHKITUH JKeTYI0UHO-KUIIIEUHOTO
TpaKTa, PasBUTHIO MHOEKIMOHHBIX 3ab0JeBaHMi
1 TaKOI TSKEION (DOPMBI 1TaTOJIOTUH, KAaK HEKPOTH-
yeckuii anTepokosut [11,37,53,180].

3amMeTHYI0 poJib B (hOPMUPOBAHUH TTOJHOTIEH-
HOro MUKpoOMoMa pebeHKa Urpaer crnocod popo-
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paspeliieHust. Y CTaHOBJIEHO, YTO COCTaB (heKasb-
Hoil (hyiophl JieTell, POKIAEHHBIX €CTECTBEHHBIM
myteM, ObLT Hawmbojiee OJM30K K BarmHaIbHBIM
coobiecTBaM MaTepeil ¢ rpeobJagjaHiueM PoIoB
Lactobacillus, Prevotella w Atopobium. 9to xe
Kacaercst JAeTeil, POKICHHBIX MyTeM KecapeBa
CeveHus1, TO y HUX OaKTepHasbHbI cocTaB (eka-
il 611 HanboJiee GAUBKUM K MUKPOOUOTE KOKI
Matepu ¢ TpeobiaganueM OaKTepwil POIOB
Staphylococcus n Corynebacterium [94,118,156].

H.E. Jakobsson u coasr. (2014) ycranoBuiim,
4TO y I€TEH, POSKIAEHHBIX IIyTEM KecapeBa CEIeHIs],
110 CPABHEHUIO C IETbMH, POKAEHHBIMU €CTECTBEH-
HBIM TIyTE€M, B TeYEHHE TIEPBBIX ABYX JIET KU3HU
orMeyaetcst 6osiee HU3K0e MUKPOGHOE pasHOOOpa-
31M€ B KHIIEYHOM OMOTOIE, XapaKTepUsyleecs
Me/IJIEHHBIM CTaHOBJIEHUEM TIOMYJISIUI  THIIa
Bacteroidetes n cunxernnbim Thi-orBetom [115].

JleTu, poxkaeHHBIE TyTEM KecapeBa cede-
HUSI, 9aCTO KOJOHUBUPYIOTCS MOTEHI[HATBHO
MaTOTEHHBIMU BUJaMu Kjaoctpuauii. B coctase
MUKPOOMOMa TaKHMX J€Tel COMEPKHUTCS Masio
O6udugobakTepuil, HO MPUCYTCTBYIOT B 3HAYMU-
TeJbHOM KoanuecTBe Oakrepuu Buga Clostridi-
um difficile, xoTopble TMOABIAIOTCI B KHIIEY-
HUKe yKe B TepBble Tpu AHA xkusnu [198].
B 10 ke BpemMsi MUKPOOMOM BaruHaJbHO POIK-
JICHHBIX JIeTeil OTJINYAeTCs BBICOKUMU MOy JIsI-
My 6uugobakTepuii, B 4aCTHOCTU BU/I0B
Bifidobacterium longum wu B. Catenulatum,
U PEAKUM TPUCYTCTBUEM IMpeACTaBUTETIEH
suna Clostridium dif ficile [156,198].

BbisbiBatoT nHTEpEC OGHAPYKEHHBIE B TIOCIE/-
HUE TOJbI ACCOIUAINN MEKIY CIErnpUIeCKIMN
MUKPOOHBIMHU TaKCOHAMH, OCOOEHHO B KUIIIEYHOM
MUKPOGHOME, W TEHOTHUIIOM MaKpOOpTraHHU3Ma
[35,40,59,91,136,227]. Oxna m3 TakWX acCOIN-
ATl HabJII0IAeTCST MEK/TY YPOBHSIMU 9KCITPECCUN
MaTepUHCKOTO TeHa GyKro3uaTpanchepasn-2
(FUT2) u nocejienrieM B KUIEYHWKE MJIaJeHIIA
Gakrepuit poxpa Bifidobacterium. Tlpu sTOoM
MJTaJIEHIIBI, POKAECHHbBIE OT MaTepei, He CEeKPeTH-
pytomux atot depment (FUT2-/-), umetor
3aJePKKy C KOJIOHM3AIMeil KUIIeYHUKA IIPejl-
crasutesnsimu  poaa Bifidobacterium [28,154].
Kak u3BecTHo, 4WieHbl TOTO PO/a SBJSIIOTCS TJIaB-
HOIl KOMIIOHEHTOH KHIIEYHOrOo MHUKpoOHoMa
pebeHKa Ha TPYZHOM BCKapMJIMBAHUH, TIOCKOJIBKY
OHU YHUKAJIbHO MPUCIOCOOIEHBI /It MeTabo-
JIM3Ma OJIUTOCAXapH/I0B MaTEPUHCKOTO MOJIOKa
[24,28,234] n urpaioT KI104EBYIO POJIb B MOJIEP-
JKaHUM 3[[0POBbsi pebeHKa GJarogapst peryJisiiuu
KHUIIEYHON TMPOHUIAEMOCTH ¥ YMEHbIICHHUIO
BOcTasrenus [52].

Oco6oe 3HaueHue B TOCJIE/HIE TO/BI TIPU/IACT-
cst ipoJineparuy B KUIeYHUKe HOBOPOXKIEHHBIX
nereit 6Gudumobakrepuii moasuma B. longum. spp.
infantis. YHUKaJIbHOCTh 3TUX OaKTepwii st
JIETCKOTO OpTaHM3Ma 3aKJII0YaeTCs B HAJTWMYUU
B COCTaBe WX reHoMa 0co00ro KjracTepa pasMepoM
43 Toic. map ocuoBanuii [86,151,152,229]. Yerbipe
n3 30 pacnoJyioKeHHbIX Ha HEM T€HOB KOJIUPYIOT
cuHTe3 (hepMEHTOB, PACHIENIIIONIUX OJIUTOCA-
Xapu/pl TPYAHOTO MOJIOKA /10 MOHOCAXapujoB
[86,134]. Orta rpymnma ¢hepMEeHTOB COAEPKUT
cuanuaasy, Gpykosumnasy, N-anerui-f-rekcozamu-
HU/Ia3y ¥ B-TaIakTo3u/1asy.

ITo nanubim E. Rosberg-Cody u coast. (2004),
oT/esIbHbBIE IITaMMbl OuuI00aKTePUil, BXO/Is-
X B COCTaB MUKPOOUOTHI 3JI0POBBIX MJIAJIEHIIEB,
CIIOCOOHBI TIPOAYIIMPOBATh KOHBIOTMPOBAHHBIE
M30MEepBI JIMHOJEBON KHUCJIOTBI C J[OKa3aHHBIM
MPOTUBOOIYXOJIEBBIM U TMPOTUBOBOCTIAJIUTEb-
HbIM addexTom [216].

[Tpu pokiienuu myTemM KecapeBa CeYeHus J1eTh
JIMIIEHBI TIOCTYIJIEHUsT B GUOTOIBI MX OpraHu3Ma
BarMHAJbHON U KUTIETHON MUKPOQIIOPHI MaTepH,
B CBSI3W C YeM OTJHYAIOTCS GoJiee JTUTETbHBIM
1 60JIe3HEHHBIM KOHCTPYUPOBaHHEM OMOIIEHO30B,
qaiie Mo/[BEPTAIOTCS KOJOHU3AIUN TOCITUTATIBHBI-
MU IITaMMaMH, Pa3BUTHIO AUCONO30B U MH(DEK-
IMOHHBIX 3aboseBanuii [4,10,11,13,18,156,277].

Takum 00Opa3oM, HavajbHas KOJOHW3AIHUS,
3alyckaeMasl  IJTalleHTaPHBIM ~ MUKPOOMOMOM
BHYTPHUYTPOOHO, TIOCJIE POKACHUS pedeHKa orpe-
nesisietcsi B OOJIBIION CTEMeHW MUKPOOPTaHu3-
MaMU, KOTOPbIe TPAaHCJOIUPYIOTCS B HETCKUIA
OPTAaHW3M W3 BJATaJUINA, MHUIeBAPUTETHHOTO
TpakTa 1 Kok Matepu [85].

Baxneiiee 3navenve B CTaHOBJIEHUH MUKPO-
6uoMa wuMeeT cHocob KopmieHus pebeHKa.
[TocTymyienne B NuilEeBapuUTeJbHBI TPaKT MJa-
JIEHTIa Cpa3y Ke MOcje POK/IEHUs TEPBIX TTOPITHI
MOJIO3WBA, COJIEPKAIIETO HE TOJbKO IeHHbIE
nuTarejabHble, IMMYHHbIE 1 OudupIOTeHHbIE (haK-
TOPbI, HO ¥ JKUBYIO MUKpPOdJIOPY, Urpaer 60Jib-
HIyI0 POJIb B CTAaHOBJEHUU (DUIMOTOTHIECKOTO
mukpobuoma [10,45,55,66,95,110,119,146,166,
179,190]. ITo pasimunbiM oreHkam, 25—30% Oak-
TEPUATHLHON MUKPOOMOTHI MJIAJIEHIIEB MPOKUCXO-
JIUT U3 TPyIHOTO MoJioka [193].

Ocoboe 3HaueHNe B CTAHOBJIECHWH 30POBOTO
MUKpPOOMOMa MJajeHna ¢ npeobJajaHueM
dbusnonornueckux OupugobaKTEpUil  UrparoT
OJIUTOCAXaPUJIBl TPYAHOTO MOJIOKa. MaTepuHCcKoe
MOJIOKO/MOJIO3UBO COAEPKUT OT 5 M0 23 T/71
omrocaxapuzioB [143,280], xotopble Ha JAKTO-
3aBOCCTAHABJINBAIOIIEMCS KOHIIE co/lepKaT (hyKo-
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3UJINPOBAHHBIE U/NUJIN CHATUPOBaHHbIe N-aIleTnI-
JakrtozaMuHHble efunuiibl [41]. [Ipucoennnenue
9TUX eVHUIl TPUBOIUT K (HopMupoBaHmio Hosee
200 pasyUYHBIX CTPYKTYP OJINTOCAXAPU/IOB MaTe-
puHckoro mosioka (HMO), kotopbie pazinyaioTcs
IO pa3Mepy, 3apgay U mocaenoBatesbHocTh [41].

MN3BecTHa aHTHAATE3WBHAST  CIIOCOOHOCTH
HMO, xoropasi ocHOBaHa Ha CBSI3BIBAHUU T1aTO-
FeHHBIX OaKTePUHl W TMPENSTCTBUU WX aAre3un
IeJIeBBIM OJIMTOCAXapyuiaM MYIIUHOB WJIN STTUTE-
guorutam [184]. B wactHOCTH, aHTHAATE3WBHAS
aKTUBHOCTL cBoOoxubix HMO Obl1a onncana
JUIsT TIATOTEHHbBIX OakTepuil BUAOB Streptococcus
pneumoniae [25], aureponatorennoin E. coli
[25,56], Listeria monocytogenes, Vibrio cholerae
[56], Salmonella fyris [56], a Takxke BO3OYyIUTES
nvmmyHOozeduimTa yenoseka (BUY) [106]. ['nmuxo-
JIUTIAJIBI M TJIMKOIIPOTENHBI JKEHCKOTO MOJIOKA,
TIPEINOIOKUTETBHO, YYACTBYIOT TAKKE B 3AITUTHBIX
MeXaHN3Max IIPOTUB KOJOHU3AIINN TAaKUMHU IIaTore-
Hamu, Kak Pseudomonas aeruginosa |153], Noroviru-
ses [117], Vibrio cholerae [18] w Rotovirus [273].

Psy MmomexyJ1, cofiepsKalmxcst B 3peJioM MOJIOKe
1 MOJIO3WBE, JIOTIOJTHAIOT BPOXK/ICHHBI NMMYHUTET,
BO3MENCTBYSI HA COCTaB MHUKpPoOMOMa pebeHKa.
K auTuMukpo6HbIM (haKTOpaM, 13 KOTOPBIX HEKOTO-
pble aKTUBUPYIOTCS TIPH YACTUIHOM TI€PEBAPHBAHIH
MOJIOKQ, OTHOCSITCSI SKUPHBIE KUCJOTBI M TIETITH/IBI,
BXOJIsIIMeE B coctaB MoJjioka [203,241]. Kpome Toro,
TaKre KOMIOHEHThI MOJIOKA, KaK CEKPETOPHBIN IgA,
JakTo(epprH, JN30IUM, JUTOIPOTENH-JINIA3A,
a TakKXe PacTBOPUMBIE CUTHAJIBHBIE MOJIEKYJIbI
MOJLYJIUPYIOT JIOKQJIBHBII ¥ CUCTEMHbIIT UMMYHUTET
HOBOPOKIeHHOTO [ 148]. Xopotio n3BecTHO MHTHOM-
pytoliee JieficTBre MOJIOKA Ha TIaTOTeHHbIE MUKPO-
OBI, OJIHAKO OHO OKa3bIBAET TAKIKE MOJIOKUTETHHOE
CEJIEKTUBHOE BIIMsTHUE HA CUMOMOTHYECKYIO MUKPO-
ouory. JleficTBUTEILHO, TIOSIBJISIETCSI BCe OOJIbIIE
JIAHHBIX, CBU/IETEJIBCTBYIONINX, YTO C MATEPHHCKUM
MOJIOKOM B OpraHu3M pebeHKa TOCTYMAOT ;KUBbIe
GakTepuabHblE KJIETKH ¥ IIPOAYKTBI, KOTOPbIE
CIIOCOOCTBYIOT WHOKYJISATIU VI HACTPOUKE TOJE-
paHTHBIX OTBETOB y peGenka [162,199].

Ecnu panee cyiiecTBoBaJ0O MHEHHE 00 OTHO-
CUTEJTBbHON CTEPUIBHOCTH MOJIOKA 3/I0POBBIX
JKEHIIIUH M BO3MOKHOM KOHTAMUHAIUU €TO TOJIb-
KO MHUKPOGIOPON KOKHU B 00JACTH MOJIOYHBIX
KeJie3, TO B TOCTIeHee BPeMsl yCTaHOBJIEHO CyTIe-
CTBOBaHME CHENUDUIECKOTO MUKPOOUOMa TPYII-
HOTO MOJIOKA. BakTepuanbHoe coOOIEeCTBO TaHHO-
ro (UBUOJOTUYECKU TIEHHOTO [/ MJIQJIeHTIa
cybeTpara, 6€CCIIOPHO, BBIIOJIHIET BaskKHbIe (DYHK-
[ B CTAHOBJIEHUM €r0 MUKPOOHOI 9KOJOTHYe-
cKolt crcteMbr [28,54,79].

CorsacHo pesysabrataM pabOTBI  TPYIIIBI
WCMAHCKUX U (DUHCKUX YYCHBIX, MOJIOKO 3/10POBOH
JKEHIITUHBI COMEPKUT COTHU BUIOB Pa3TUIHBIX
Gaxtepuii [167,168]. IIpruem HaubGONBIIMM pPas-
HOOOpa3ueM OTJINYAETCS] MOJIO3UBO, B KOTOPOM
yuenbie 00Hapyxuau 6osee 700 BIHIOB MUKPOOP-
raausmoB [190].

Uccnenosanus, mposenennbie A. Donnet-
Hughes u coasr. (2010), yctaHoBu/IN yYacTue JieH-
JPUTHBIX KJIETOK CJU3UCTBIX 000JI0UEK B ITPOIIECCE
TPAHCJIOKAIIMK  MUKPOOUOTHI M3 KHIICYHUKA
B TKAHW MOJIOYHOM >KeJIe3bI B TIEPUOJ JaKTariu [66].

L. Fernandez u coast. (2013) mpezacraBuin
HEKOTOPBbIE MEXaHW3MBI, MOCPEJICTBOM KOTOPBIX
MHUKPOOHOTa MaTepu IMOCTYIAeT B MOJIO3UBO U
rpyznHoe MoJioko. Ilo MHEHUIO aBTOPOB, 3TO TPO-
HCXOWT Ha TIO3HUX CPOKaxX OepeMeHHOCTH WU
B [IEPUOJT JIAKTAIMK C YIaCTHEM KUIIEYHBIX MOHO-
1uToB [79].

B HOpMaJbHBIX YCIOBUSX MUKPOOWOTA JKEH-
CKOTO MOJIOKA TPEICTABIISIET COOOI AOTIOTHUTE b=
HYI0 1103y (UBHOJIOTHYEeCKUX OaKTepwuii, IoIa-
JAOMHUX per 0S B TUIIEBAPUTEJbHBIN TPaKT
pebenka [79,119,166]. DT Gakrepun 3aIUINAIOT
pebeHka oT MHMEKIMIA 1 CII0cCOOCTBYIOT CO3peBa-
HUIO €T0 UMMYHHOI cucteMbl. C IpyTOii CTOPOHBI,
AcOM03 MOJIOYHON JKejie3bl, 00YCIOBJIEHHbII
nposudeparieil yca0BHO-TTATOTEHHBIX MUKPO-
OPTaHW3MOB, MOKET SIBUThCS IPUYMHON PA3BUTHS
MaCTOIATUM ¥ PHCKa 3apakeHusl pebeHKa orac-
Holt Mukpodopoii [79,172].

I'pynHoe MOJOKO 30POBOM KEHIUHBI TIPeji-
cTaBiisger co00i (P (hEKTUBHBIIA IPUPOLHBINA CUH-
OGUOTHK, UTPAIOTIUIT CYIECTBEHHYIO POJIb B OITH-
MU3AIMK CTAHOBJIEHUST MUKPOOMOMA 1 UMMYHHON
cucTeMBbI B TIocTHaTasbHOM Tiepuojie. C yBenmye-
HUEM MepHoja JaKTallii MHUKPOOHBIH COCTaB
MOJIOKAQ MEHSIETCSI B CTOPOHY YMEHbBIIIEHUS BUJIO-
BOTO Pa3HOOOPa3Hsl, YTO aCCOMMUPYETCS C YBEJIH-
YeHWeM BH/IOBOW YHCJIEHHOCTH COOCTBEHHOIM
MUKPOMIIOPI MIIA/IEHI[A Y CHUKEHHEM MOTPeOHO-
CTH B TIPUTOKE TaKOTO BHWIOBOTO PasHOOOPa3us
MUKPODIOPBI ¢ MOJIOKOM. boJbiliee 3HaueHre Ha
9TOM dTare, OYEeBMIHO, HMPUOOpPETaeT yCHJIeHHe
dhopmupyIoIerocss MUKpoOMOMa W UMMYHHON
CHCTEMbI 32 CYeT OU(DUIOTEHHBIX U MMMYHHBIX
akTopoB MOJIOKA. MaTepuHCKOE MOJIOKO SBJISET-
cd TakXe Ba)XHBIM MCTOYHWUKOM CEKPETOPHOTO
ummyHorsoOyauaa (sIgA), 4To OYeHb BaXKHO,
YUYUTBIBAs BeChbMa ITACCUBHBIN HEOHATAJIbHBIN
UMMYHUTET Maajgenta [172].

Cpoku T1epBOTO TPUKIAABIBAHUS K TPYAHN
U eCTeCTBeHHOEe BCKapMJIMBaHKe pebGeHKa BHOCST
CYTIECTBEHHBIN BKJIa/ B (hOPMUPOBAHHE 37I0POBO-
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ro Mukpobuoma. MI3BeCTHO, 4TO B IIEPHOJL JIaKTa-
1 pusnosorndecKre GakTepuu HaKaIJIMBAIOTCST
B 3HAYUTENBHOM KOJHYECTBE HA IMOBEPXHOCTH
COCKOB M apeoJi MOJIOYHBIX JKeJie3 3[0POBON KOP-
MsIeil JKeHIUHBL, OTKyZa TaKKe MOCTYIaroT
B MOJIOKO W THINEBAPUTETbHDIA TPAaKT peOeHKa,
YKPEILIsist pa3BUBaoIIiicss MUKpobuom [45,146].

3aBUCHMOCTH CTEIIeHU HHTErPallii MUKPOOHO-
Ma B (QYHKIIMOHWPOBAHWE TUIIEBAPUTETHHON
cUCTeMbl OpraHu3ma pebeHKa OT XapakTepa ero
MUTaHUsT He BbI3bIBaeT cOMHEHUH. OCOGEHHO IPKO
9Ta 3aKOHOMEPHOCTbD IIPOSIBJISIECTCS Y JeTeil epBo-
IO rojia JKU3HU, HAXO/SIIMXCSI Ha €CTECTBEHHOM
WJIN MCKYCCTBEHHOM BCKapMyBatui. IlocTyrirenue
C JKEHCKUM MOJIOKOM JIAKTO3bI U OJINTOCAXaPHUJIOB,
CTUMYJIMPYIOIIMX PasBUTHE CaXapOJUTUYECKUX
aHaspobOB,  Crmoco6CTBYET — OIATOMOTYIHOMY
CTAaHOBJICHUIO (DUBMOJOTUYECKOH MUKPOOHOTHI
KHIIEYHUKA HOBOPOJKAECHHOTO pebeHKa ¢ Ipeo-
GmamanreM Oakrtepuit pomos Bifidobacterium
u Lactobacillus, B To BpeMst Kak TP KCKYCCTBEHHOM
BCKapMJIMBAaHUM CMECSIMH Ha OCHOBE KOPOBBETO
MOJIOKA B COCTaBe KUIIEYHOTO MUKPOOMOMA IPEeo-
GJ1a/Iat0T CTPENTOKOKKH, OAKTEPOU/IbI U TIPEICTABH-
Tesn ceMeiictBa Enterobacteriacea.

Jletn, moJryvaroriye TpyAHOe MOJIOKO, OT/INYa-
I0TCSI OT JIeTell, BCKApMJIMBAEMbIX aallTHPOBaH-
HBIMH CMECSIMH, He TOJbKO OoJiee 3I0POBBIM
KHUIIEYHBIM MHKPOOMOMOM ¢ TpeodajaHrem
Ooudupobakrepuil ¥ JaKTOOALUIL, HO U HUMEIOT
JYYNIyI0 YCTOMYMBOCTh K WHMEKIMOHHBIM U
aJIIePruYecKuM 3a00JIeBaHUsIM, IS HUX Xapak-
TEPHO (DUBMOJOTHYECKOE PA3BUTHE MEXaHM3MOB
nMMyHHOTO oTBeta [18,10,11,45,95].

COOTBETCTBEHHO MEHSIETCSI U CIIEKTp OGaKre-
PUATBHBIX METAOOJIUTOB B KUIIEYHUKE, U XapaKTep
MeTaboIMYecKUX MporeccoB. Tak, IpU ecTecTBEH-
HOM BCKapMJIMBaHUU CPEAU MPOAYKTOB OPOKEHUS
npeodIaaloT arerar u JIAKTar, a MPU UCKYCCTBEH-
HOM — alleTaT W IPONuoHaT. B kumeynuke aetei,
HaXO/IAIIMXCST Ha MCKYCCTBEHHOM BCKapMJIMBaHUH,
B OOJIBIIIX KOJTMIECTBAX 0OPA3yIOTCST METaOOUTHI
6eskoBoro ooMeHa ((heHoIT, Kpe3oJr, aMMHaK U JIp.).
[Ipu 5TOM JETOKCHMKAIMOHHAST (DYHKIMS IHIeBa-
PUTETBHON CHCTEMBI OTHOCHUTETBHO JAHHBIX TTPO-
JIYKTOB SBJIIETCS CHUKEHHOU. Y ieTel, TUTAIoNmX-
Csl MOJIOYUHBIMU CMECSIMHU, TaKsKe BBIIIE aKTHBHOCTh
B-TmoKypoHMAaskl M B-TIIOKO3MIA3bI, UYTO Xapak-
TEPHO It MeTabo/IM3Ma HEKOTOPBIX IIPEICTaBUTe-
Jseil ponoB Bacteroides v Closridium. PesynbraTom
MOOOHBIX MOAU(DUKAIUI cOCTaBa MUKPOOHOMA
SIBJISIETCST HE TOJIKO CHUZKEHME MeTabOJMYeCKuX
(byHKIIHH, HO TaK:Ke U TPSAMOe TTOBPEKIAIOIIee Aeii-
CTBUE Ha KullleyHukK [276].

Takum 00pa3oM, B HEOHATAJLHOM MEPHOJIE
opraHusM pebeHKa IEepPeKMBAET CJOKHBIN ITar
CTAHOBJIEHUsT MUKPOOMOMA, UTPAIOIIETO BAKHYIO
poJIb B a/laliTalliy MJaJIeHIla K JKU3HU BHE TeJia
Matepr. MHOX)ecTBO (haKkTOpOB, BIAUSIONIUX HA
3TOT IIPOILIECC, SBJSIETCS OJIHON U3 IPUYUH HecTa-
OUIBHOCTH HEOHATAJILHOTO MUKPOOMOMA U 0CO-
6ol ero ysiI3BUMOCTH K BO3JEiiCTBHIO HeGIaro-
IIPUATHBIX U3MEHEHUN 9HJI0TeHHOTO U 9K30T€HHOI0
xapakrepa. VMmeromuecs cBelleHUs Ipejrosara-
10T, YTO MUKPOOMOM MOJKET YaCTUYHO MOANDUITH-
pOBaTBLCA HA TTPOTSKEHUH SKU3HU, OHAKO HAYAIb-
HOE Pa3BUTHE ITOr0 YHUKAIBLHOTO MUKPOOHOTO
opraHa MOXeT HMeTh 0coboe 3HAYeHUe s
(hopMHUpOBaHUs MEHTPATHLHOTO 3B€Ha MUKPOOUO-
Ma, KOTOPBIN YCTOMYNB K fAabHel et moguduka-
mun. Jlucperystiust MUKpoOMOMa B HaYaIbHBIH,
KPUTHUYECKUH, TIepuojl B MJajleHYecTBe MOXKeT
MMETb JUINTEJIbHBbIE TOCJIEe/ICTBUSI HA MMMYHHYIO
U MeTabonuecKyo (HyHKINIO, 4eMy TPYAHO /aTh
obparubiit xo1 [84,177].

H3meHenusi MUKPOOHOMa JieTeil B mpoiecce
OHTOTEeHe3a

CranoBjieHre MUKPOOMOMa MPOIOJIKAETCS He-
CKOJIBKO JIET W B OOJIBIION CTETEHH 3aBUCHUT OT
COCTOSTHUST MUKPOOHO#T 9KOJIOTHU OPraHi3Ma MaTe-
pu, crocoba popopaspenieH s, BCKapMJINBAHUS 1
comepskanust pebenka. [Tosaraior, 4To mepron ot
OTLJIO/IOTBOPEHMS STUTIEKIIETKH JI0 JIBYXJIETHETO BO3-
pacta TpeacTaBiaseT cOO0i KPUTHYECKOE OKHO
pocTa 1 Pa3BUTH B paHHeM JieTcTBe [214]. IToT
MpeHaTaJbHbIM U PAaHHUM TOCTHATAJBHBIN TIEPHOJT
omnpezessieTcss ObICTPBIM CO3peBaHUEM MeTaboJIH-
YeCKUX, HHAOKPUHHBIX, HEPBHBIX M WUMMYHHBIX
My Tel, KOTOpbIe CUJIBHO BJIUSIIOT HA POCT U Pa3BU-
THe pebeHKa W TOAAEPKUBAIOT ATOT MPOIECC.
Bce ot nmyTn pa3BUBAIOTCS B TaHAEME W CHJIBHOI
B3aMMO3aBUCUMOCTH, W CO CJIOKHON MPOrpaMMOit
(hopMHUPOBAHUS MUKPOCOOOIIECTB B 3aBUCHMOCTH
OT BHYTPEHHUX U BHEITHUX CUTHAJIOB [214].

[To MHEHWIO Psjia McCe0BaTENEeH, JOCTATOTHO
YCTOYMBasi KOH(UTYPAIKs CTAOUIBHO MOCEJIB-
muxcst GakTepuil J0CTUraeTces y AeTeil npubiansu-
TesbHO B 4-steTHeM Bo3pacte [43,161,272]. Bmecte
¢ tem uccienoBanust J. Cheng u coastr. (2015)
CBUJIETEJILCTBYIOT O TOM, YTO KUIEYHAsT MUKPO-
6uoTa 3a4acTylo He SIBJSIETCS YCTaHOBWBIIEHCS
emte U B S-metHeM Bospacte [50]. Ecth manmbre,
YTO TIJIaBHBIE U3MEHEHHUSI B COCTaBe MUKPOOHOMA
MIPOUCXOIAT B TIEPUOJIE MEXKIY 2-JIeTHUM BO3pa-
CTOM ¥ TIePUOJIOM cO3peBaHust opranusma [29].

AyToreHHast CyKieccust 0COOEHHO YETKO MPO-
CTIeSKUBAETCS B T€UE€HUE MEPBBIX 2-3-X JIeT KU3HU
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pebeHKa 1 TIPOXOUT HECKOILKO ATAIOB: 10 BBEJIe-
HUS TIPUKOPMA, TIOCJIe TMOSIBJIE€HUS TPUKOPMA,
ocJie BKITIOYEHUS B PAITUOH TBEPIOH MUTITH, TTOCJIe
IIpeKpaieHust TpyIHOro0 BcKapminBanusi. Vamene-
HUS B COCTaBe MUKPOOMOMA Tak:Ke OOYCIOBJIEHBI
(bU3MOIOTHUECKUMU TTPOTIECCAMH, TTPOTEKATONTIMHI
B opranum3me pebOeHKa TPU ero pa3BUTHH,
HaAIPUMeD, CTAHOBJIEHNEM UMMYHHOIT U (hepMeHTa-
TUBHOU CHUCTEM, W3MEHEHWeM TOPMOHAJIbHOTO
(bona B mozmpocTkoBOM Bo3pacte u ap. [161].

[TocemoBarenbHas cMeHa MUKPOOWOTHI B Ha-
Jajie JKU3HU UTPAeT BAKHYIO POJIb B Pa3BUTHH
U CO3PEBAHUU IHJOKPUHHOU, MYKO3QJIbHOU, M-
MYHHOW W IIeHTPabHON HePBHOH cucteM [214].

P. Ferretti u coast. (2018) usyuanu pazsurtune
MHUKPOOHOMa OT POKAEHUS 10 YEThIPEX MECSIIEB
[IOCJIEPOIOBOTO TIEpHOIa € ydacTueM 25 map
«martb—pebenok» [81]. PesymibraThl mcciemoBa-
HUS TI0KA3aJIi, YTO HAYaJIbHBII MUKPOOHOM MJia-
JEeHIla coJiep:Kajl MaTepUHCKUE BarnmHaJbHbBIE,
KOJKHbIE, DOTOBbBIE 1 (beKaﬂbeIe IOITaMMbI, IIDUYEM
BapuabeIbHOCTh B KasKAOM ydyacTKe Oblia OYeHb
GOJIBIIION, HECMOTPST HAa TO, YTO BCE MJIAJIEHIIBI
ObLIH POKIIEHBI BarnHaibHO. [T0 TaHHBIM aBTOPOB,
KOKHAasi W BarWHaJbHas TPaHCMHUCCUS OBLIN
HeJ0JIIrOBEeYHbIMU, U MHKpO6HbII>JI COCTaB Kulley-
HUKA MJIQJIEHIIAa UMeJ HanOOoJIbIlee CXOJACTBO
C KHIIEYHBIM MHUKPOOMOMOM Marepu Ha 4YeTBep-
TOM Mecsiiie ku3nu [81].

[TpocenB HEKOTOPBIE 3AKOHOMEPHOCTU CTAHO-
BJICHUST MHUKPOOMOMa y TIPAKTUYECKU 30POBBIX
nieteii, aMeprKaHCKIe yuYeHble TPUIILIN K BBIBOY O
Ba)KHeIIeM 3HAUEHN U3MEHEHU I COCTABA TTUIIU 1
Bo3pacTa pebetka B atom mporiecce [ 137]. C ysesu-
YEHUEM BO3pacTa MJIQJICHIIA U TIPU BBEJAECHUN TIPU-
KOpMa 3aMeTHO Bo3pacTaeT (hUIOTeHeTUYeCKOoe
pasHooOpasue mukpoomoma [137,191]. Ilepeson
JieTell Ha TBEPYIO THUIILY TPUBOINUT K OBICTPOMY U
YCTOMYMBOMY M3MEHEHUIO KHIIIEYHOH MHUKPOOHO-
Tel. Ecoii B miepBble Heme U Tocjae POKIAECHUS
B METareHoMe KHUIIEeYHOro cooOiecTBa pebGeHKa
B TpeobJIaIaionieM KoJnuecTBe 0OHaPysKEHbI TEHBI,
OTBETCTBEHHbBIE 32 (DEPMEHTAIMIO JIAKTO3bI U OJIH-
roCaxapujioB KEHCKOTO MOJIOKA, TO C BBeJeHUEM
B PAIlMOH TBEPOU MU OTMEYeHO Pe3Koe BO3pa-
CTaHWe YMCJIa TeHOB, aCCOIMMPOBAHHBIX C PACIIETI-
JIEHMEM DACTHUTEbHBIX YIJIEBOJOB, Jlerpajaiuei
KCEHOOMOTHKOB, CHHTE30M PACIITUPEHHOTO CIIEKTPa
KopoTkoiienoyeunbix skupHbix kucjaor (KIDKK),
OUOCHHTE30M BUTAMUHOB U aMUHOKHUCIIOT [ 137].

ITpu ompemenennn paioHa pebeHKa mepBoro
rojla KM3HU CJIelyeT TakKe YYUTHIBATh 3aBUCH-
MYIO OT TTUTAHUS TIOCJEI0BATENBHOCTD CTAHOBJIE-
HUsS MeTaboIndecKnX (DYHKIMIA. Y CTaHOBJIEHO,

YTO B HOPME paclieryieHne MyITiHa HAUWHAEeT MTPO-
SIBJISITBCS TTOCJIE TPEX MeCSIIeB JKU3HU 1 (hOPMUPY-
€TCs K KOHILY TIEPBOTO TO/Ia, IEKOHBIOTAIUST XKeTd-
HBIX KHUCJOT HaOJII0aeTcss ¢ MePBOTO MeCsIa
’KU3HU, CHHTE3 KOMPOCTAHOJIA — BO BTOPOM IT0JIY-
rOJIMH, CHHTE3 ypobuarmHorena — B 11-21 mecsir.
AKTUBHOCTH B-TJIIOKYPOHU/IA3bI U B-TTI0KO3U/a3bI
MpU  HOPMAJBHOM CTAHOBJIEHUU KUIIEYHOTO
MHUKpPOOHMOMa B TeYeHHe TEePBOTO Toja KU3HU
ocTaercst HU3KuM [68].

J.E. Koenig u coasr. (2011) uccaenosanu name-
HeHHe COCTaBa KUIIEYHOTO MUKPOOHOMa y pebeHKa
Ha MPOTsDKeHWM Oojiee ABYX JieT. Pe3ysbTarhl
UCCJIEIOBAHME, TTPOBEJEHHBIX C UCIIOJIH30BAHUEM
16S pPHK mnwupocexkBeHmpoBaHms, TOKa3aH,
4TO BBEJIEHUE B PAlMOH PeOEHKa, MUTAMOIIErOCs
IPYAHBIM MOJIOKOM, IPUOJIM3UTETBHO € 5-MECSUHO-
TO BO3pacTa TBepIOi MUIIX TPUBOIUIO K YCTONUN-
BOMY U OOMJIBHOMY YBEJUYEHHIO B €T0 KUIIEYHIKE
rpaMoTpHIATeIbHbIX OakTepuil Tuma Bacteroidetes
[137]. B cBoio ouepenn, M. Fallani u coasr. (2010)
¢ npuMeHeHneM (GIIIOPECIeHTHON THOPUAN3AIN
in situ WCCIeOBATH COCTaB (heKaTbHOW MUKPO-
6uoThl y 531 pebeHKa 10 OTHITHS OT IPY/IH 1 4epes3
YeThIpe HeJIEN TMOCJe TIePBOTO KOPMJIEHUST TBEP-
ot umiei. OHY TTOKa3aJjn, 4To TIOCJe OTHATHUS OT
IPY/IU Y JIeTell 3HAYNTETHHO YBEJIMUUIIOCH KOJInYe-
crBo kjaoctpuauit Bunos Clostridium coccoides
u C. leptum wa hore YMCIEHHOTO TIOHUKEHSI TIPE/I-
craButesieit poxa Bifidobacterium [74].

Takum 06pa3oM, OJHUM U3 BaKHEHIINUX PEry-
JIATOPOB COCTaBa ¥ (DYHKITMOHAJIHHOTO Pa3HO00-
pasusi MUKPOOMOMA, COOTBETCTBYIOIIETO PA3JIY-
HBIM BO3PACTHBIM ATaraM >KU3HU, SIBJISETCS
pamvion muTanus pebenka. Ilpm 3aBeprieHun
Mepuojia TPYJAHOTO BCKAPMJIMBAHUS JIETCKUI
MUKPOOHMOM O4YeHb OBICTPO CTAHOBUTCS WJIEH-
TUYHBIM ~ MHUKPOOMOMY  B3POCJOTO  YeOBeKa,
YTO HAJIEJISIET €0 HOBBIMU CBOWCTBAMU, B TOM YHCJIE
criocobeTByeT 2((MEKTUBHOMY HCIIOJB30BAHUIO B
KauyecTBe HHEPreTUYECKOTO ¥ TJIACTUYECKOTO Mate-
puasia HyTPHEHTOB HOBOM, 60J1ee CIT0KHOM TTHIIHL.

HecmoTpst Ha MHOKECTBO 9K30T€HHBIX (DaKTO-
POB, BIIUSIONIMX HAa (HOPMUPOBAHUE MUKPOOHOMA,
CJIelyeT YYUTHIBATh U HACJIEICTBEHHbBIE OCOOEHHO-
ctu. B psge pabor mokasano, 4to y OJM3HEI0B
B T€UYEHHE MEPBOTO Tojia JKU3HKU COCTaB MUKPOOUO-
Ma MMeeT 3HAYUTEeJIbHO OOJIblie OOILIEro 1Mo CpaB-
HEHWIO ¢ HEPOACTBEHHBIMHU J€ThbMH Ha JI1000I cTa-
JIUU TIEPBOTO TOJIA KU3HU. YeTKoe 0Ka3aTeTbCTBO
CBSI3U MEXKJY TeHHOU CTPYKTYPON MaKPOOPTAHU3-
Ma U €ro MHKPOOMOMOM ObLIO TIOJIY4€HO Ha
MBITITMHBIX MOZEIsAX [156]. DT pesynbraThl pac-
MIUPSIOT HAIIY 3HAHWUS O TeHeTUIeCKUX (haKTopax
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MaKpOOpraHu3Ma, KOTOPBIE YIPABJSIOT COOPKO
KHIIEYHOTO MUKPOOHOMa. Y TeHEeTHYECKU BOCIIPH-
MMUYHUBBIX JIeTell H3MEHEHIE COCTaBa MUKPOOUOMa,
HalpuMep, 110/l BO3/IEICTBUEM TTapaMETPOB OKPY-
JKaroleil cpebl, MOXKeT CII0cOOCTBOBATh Pa3BH-
TUIO PACCTPONCTB 3/I0POBbs, TPEX/E BCETO,
CBSI3aHHBIX ¢ UMMYyHUTETOM [156].

Takum 06pas3oM, TPHUPOAOIl MPeLyCMOTPEH
1eJIblil psit hakTOPOB, CIIOCOOCTBYIOMINX 3aceie-
HUIO OMOTOTOB pebenka (U3UOJOTHIECKON
MUKPODIIOPOH, YCUIMBAIOIIEN €ro aJanTaiioH-
Hble MEXaHU3MbI [IPU TIEPEXOJIE B HOBYIO, 3HAYN-
TeJIbHO GOJIee arpecCUBHYIO CPely OOUTAHUSI.

CBs3b MHKpPOOHOMa peGeHKa ¢ pa3BHTHEM
HMMYHHUTETA U JIPYyTHUX OPTAaHOB U CUCTEM

DopmupoBatne MUKPOOHOMA MJIaj€HIIa TIPO-
HUCXOJIUT B HEPa3PbIBHOW CBSI3M C OHTOTEHETHYE-
CKUM pa3BUTHEM MYKO3aJbHOTO U CHUCTEMHOTO
UMMYHUTETa, (DU3NOJOTUYECKUM CO3PEeBaHUEM U
pa3BUTHEM OPTaHOB IUIEBAPUTEIbHON, HEPBHOM
U 3HJAOKPUHHOU cuctem. [loaTomy HOpMaJIbHBII
MpOIIece 3aceieHnst OMOTOTIOB (hU3NOJOTUIECKON
MUKPOOMOTOM, TIPESK/IE BCETO, MPEISTCTBYET Hapy-
IMEeHNSIM B 3TUX 3BEHbIX TOMEOCTas3a, a TaKiKe
MIpeIoTBPAIaeT Pa3BUTHE MATOJOTUH, ACCOTTUUPO-
BaHHOW € HapylleHWeM BUTAMUHHOTO U MUHeE-
paIbHOTO 0OMEHa, B YaCTHOCTH PaxXMTa, JKeIe30/1e-
unuraoit anemun u ap. [39,93,94,107,130,189,
199, 233,276].

Crumysiiist, obecrieurBaeMast KOJOHM3AIMENn
(HUBNONIOTHYECKON MUKPOOUMOTON, HeoOXoxnMa
NI Pa3BUTUS TIOJHOCTBIO (DYHKITMOHUPYIOMIEH 1
cOaTaHCUPOBAHHON MMMYHHOI CHCTEMBI, BKJIIO-
yast He TOJBKO XOMUHT B- u T- kietok Kk lamina
propria, pactpocTpaHenue u po3peBanue IgA-
TJIA3MOIMTOB 1 TIpoaynupoBanne [gA, Ho Takske
MHAYIMPOBAHKE TOJEPAHTHOCTH K 06e301acHOM
nuiie U MUKPOOHBIM aHTHTeHam [43,63,87,96,
172,268,275].

HoBoposkennble n JeTH paHHETO BO3pacTa
XapaKkTepU3yIoTCs TPAH3UTOPHOU WMMYHHOU
HEIOCTATOYHOCTHIO, KOTOPAsI SIBJISIETCST OMOJIOTH-
YeCKON 3aKOHOMEPHOCTBIO, B OCHOBHOM OTHOCSI-
melicd K TyMopajgbHOMY UMMyHUTeTy. [lannas
cnienrKa UMMYHHON CHUCTEMBbI B HEKOTOPOH CTe-
neHu oObsicHsIeT GoJiee YacToe BO3HHMKHOBEHIME
CTOMKMX HapyIIeHWI MUKPOOHOMa Y IeTell TIepBo-
IO Tojia JKM3HU 110 CPABHEHUIO C JIETHbMU CTAPIIIEro
Boazpacta. Dusanosornyeckass HeJOCTATOYHOCTh
CUCTEMbl MECTHOTO MMMYHHTETa KHUIIEYHHUKA
B TI€PBbIE TPU MECSIA KU3HU PeOEHKA B HEKOTO-
poOli CTemeHu KOMIIEHCUPYETCS TMOCTYTJIeHueM
3al[UTHBIX (PaKTOPOB C JKEHCKUM MOJIOKOM,

B uvactHOCTH SIgA, sm3onmma, maktodeppuHa,
KOMIIJIEMEHTA, ITPOTIEP/IMHA, JIAKTOIIEPOKCHUIA3bI 1
ap. [116, 188,205].

[ToaroToBKa aaITUBHOTO UMMYHHOTO OTBETA
K MHUKPOOHOU KOJOHM3AUU TpeGyeT pasBUTHUS
TTOIMHOKECTBA BPOXKACHHBIX JTUMQPOUIAHBIX KJe-
TOK, (hopMUPOBaHUA JTUMMOUIHON TKAHU U CO-
3/IaHUST YCJIOBUH 711 (DOPMUPOBAHUS MYTYyaJIn-
CTUYECKUX OTHOMIEHUH MKy MAaKPOOPTAaHN3MOM
U €0 MUKPOCUMOUOHTAMHU.

HauasnpHast MUKpOOHAst KOJIOHU3AIUS TIPUBO-
QAT K 3HAYNTETbHBIM N3MEHEHNSIM MYKO3aJTbHOTO
1 cucTeMHOTO nMMyHUTeTa. Co3peBaHne UMMYH-
HOW CHUCTEeMBI, KOTOPOe WHUIMUPYETCS elle Ha
CTa/INU TIJTO/IA, OY€Hb TUHAMUYHO U BUJOU3MEHS -
eTcd Ha MPOTSLKEHWHU IEePBBIX MeECSIeB IMocje
poxknenus u B netctBe [184]. HoBopoxaenmusie
XapaKTePU3YIOTCSI HU3KOW 9KCIpeccueill coBMe-
CTHO CTUMYJUPYIOMMUX MOJIEKYJ, CHUKEHHOU
muddepertralieil AeHAPUTHBIX KJIETOK, OCJa-
6J1eHHBIM (HaroruTo30M, cJ1ab0 PA3BUTHIM B3AMMO-
JIECTBUEM MEXIY [EHIPUTHBIMU KJIETKAMH,
T-nmumbormtamMn n peryagTopubiMu T-KIeTKaMHA,
a Takke cJaboi IUTOTOKCHYECKOI aKTUBHOCTHIO
T-xmerox [141,247]. Kpome TOTO, aKTUBHOCTH
MaTepUHCKOTO UMMYHOTI00yImHa G, TPOHUKIIIE-
TO B TJIOZl TPAHCIJIATIEHTAPHO, TPUBOJUT K siehu-
IIUTY Y HOBOPOJK/IEHHBIX CHEIU(PUIECKIX UMMYH-
HBIX PeakIuii, BKIIOYasd MECTHbII WMMYHUTET
CIU3UCTBIX W3-3a MUHUMAJIBHBIX YpOBHel IgA
[129]. 911 ocobeHHOCTH OpraHK3Ma HOBOPOSKIEH-
HBIX yOeIUTETbHO TIOATBEP/KIEHBI B OMBITAX Ha
JKUBOTHBIX. Tak, Hampumep, yCTAaHOBJIEHO, UTO
Yy CTEpUJIBHBIX MBINIEH W MBIIEH B TE€PBBIE THU
MUKPOOHOI KOJOHU3AIUU TIeHepPOBBI OJISANIKN
HUMeoT MeHble pasMmep, B lamina propria comep-
JKUTCS CHWKECHHOE KOJMYECTBO KJETOK, a TaKiKe
6ostee Huskue yposau CD4' u CD8' T-numborm-
T0B [72,257]. Kpome TOTr0, B C/IM3UCTOI 000JI109Ke
TOHKOTO KUIIEYHUKA PEJIKO BCTPEYAIOTCS BHYTPH-
AMUTENUATbHBIE JTUMQOIUTHI U TIJIa3MaTUIECKUe
KJIETKH, @ YPOBHU CEKPETOPHOTO MMMYHOTJIO0Y-
suHa (sIgA) sHAUMTENBHO CHUXKEHBI TPU TO/A-
BJIEHHOW 9KCIIPECCUU T€HOB M MapKepPOB aKTHBa-
1Y KATITEYHBIX Makpodaros [72,176].

Uccnenosanust M. Gomez de Aguero u coasr.
(2016) ¢ ucnosb30BAHWEM CTEPUJIBHBIX KUBOT-
HBIX TIOJITBEPKAAIOT CYNIECTBEHHOE BJIUSTHUE
MaTepUHCKOW MHUKPOOUOTHI HAa pPaHHEE MOCTHA-
TaJTbHOE Pa3BUTHE BPOKIEHHOTO WMMYHUTETA
y IOTOMCTBA. B 9TOM ncce/JoBaHIN MOHOKOJIOHU -
3alusl CTEPUJIbHBIX JKUBOTHBIX ITaMMoM E. coli
HA107 Bo Bpems GepeMeHHOCTH BJMsIA Ha
YUCTIEHHOCTh BPOKIEHHBIX KUIIEUHbIX JIEWKOIN-
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TOB B PaHHEM TIOCTHATAJIBHOM TI€pUOJie W yBe-
JIMYUBAJIA JOJI0 BPOKICHHBIX JTUMGMOUIHBIX KJle-
tok (ILC) B TOHKOM KullleyHuKe M UX o0iee
YHCJIO TI0 CPABHEHUIO CO CTEPUITBHBIM KOHTPOJIEM,
0COOEHHO KJIETOK, OTHOCSIIUXCS K HOAMHOKECTBY
NKp46'RORyt™ ILC3 [90].

[IpoBenenHbie B MocieHUE TOIBI MCCAEI0BA-
HUS C WCHOJb30BAaHUEM IKCIEPUMEHTAIbHBIX
JKUBOTHBIX TIOMOTJIM BHECTH OMpE/eJeHHYIO
SICHOCTh B ITIOHUMaHUE TOTO, KaKMM 06pa3oM
KHIIeYHasT MUKPOOMOTa B Ipeieiax HeCKOJbKUX
ITHeW KOJIOHM3AIMU TPOTPAMMUPYET CIUBUCTYIO
0060JI0YKY KUIIIEYHUKA JIJIs1 TIO/JIEPIKaHst COaaH-
CUPOBAaHHOTO WMMyHHOTO oOTBeta [69,71,87].
PesymbpTaThl 9TUX HCCIAEOBAHUN CBUAECTEIBCTBY-
0T O TOM, YTO B OHOJIOTMM MaKpOOPTaHU3Ma
Ha HAvyaJbHOM 3Talle KU3HU TMPOUCXOIAT BeChbMa
OOIINpPHBbIE U3MEHEHUSI B OTBET Ha KOJIOHU3AIHIO
mukpobuoroit. Kak ormeuator S. El Aidy u coasr.
(2016), MakpoOOpPTaHU3M CTATKUBAETCS C AaHTUTEH-
HBIMH CTUMYJIAMU, KOTOPbIE€ BBI3bIBAIOT OTBETHI,
BRJIIOYAIONINE aKTUBAIUIO T€HHOW CETH, acCOIU-
MPOBAHHOW C pasaudyHbIME 3a00seBaHusaME [73].
[ToaTomy aHOMAJIBHBIE CABUTH B TIPOIIECCE PA3BUTHS
MJIaJIeHIIa B 9TOI paHHeil ObICTPO U3MEHSIOMIecs
(haze MOTYT WMETbH JINTETbHBIE ITOCJIECTBUS
1 coctosHust 3710poBbs [58]. Mccaenosaresm
TIPEAITIOJIATaoT, YTO B HaYase >KU3HU UMEETCS CBO-
eobpa3Hoe KPUTUIECKOE OKHO, B KOTOPOM paspe-
HieHa BCS  IOJHOMacIiTabHas OpraHu3alus
aJIEKBaTHOTO TOMEOCTa3a CMMOMO3a MaKpoopra-
HU3Ma ¢ MUKpoOuoToil. Hapyiiennbie oTBeThl Ha
MPOTSKEHUU 3TOTO OKHA MOTYT TIPUBOJIUTH K
Pa3BUTHUIO MATOJOTUN B JaJIbHENTIIEN KU3HU [44].

Bosbioe 3HaUeHne B TOCTHATAIBHOM TIEPUOJIE
UMeeT TIPOIeCC CO3PEBAHUSA MUIIEBAPUTEIbHON
CHCTEMBI, KOTOPasi, TIO00HO UMMYHHOI CHCTEME,
JOJKHA OBITh TIOArOTOBJEHA K (HOPMHUPOBAHUIO
MYTYaJHCTHYECKUX OTHOIIEHUH ¢ MUKPOOHOMOM.
WccnenoBanus, MpoBeileHHBIE C UCTIOJIB30BAHUEM
AKCIEPUMEHTATBHBIX KUBOTHBIX, TOKA3aJH, 4YTO
MUKPOOHOTA HHUIIMHAPYET 3HAYUTETbHDIE H3MEHEe-
Hust MOPGhOJIOTUY KUTeyHuKa [235]. DT nuamene-
HUSI 3aTParuBalOT apXUTEKTYPY BOPCUHOK, IIyOu-
HY KpHIT, TpoJudepanio CTBOJOBBIX KJETOK,
IJIOTHOCTh KPOBEHOCHBIX COCY/IOB, CBOMCTBA CJIN-
3UCTOTO CJIOST U co3peBaHue TUMMOUTHON TKAHM,
CBSI3AHHOM CO CJMBUCTON 000TOUKOIL.

Y crepusibHBIX MBIlIEl BOPCUHKU B JMCTAJb-
HOM YaCTW TOHKOW KUTITKY JJIMTHHEE U TOHBIIE, 4eM
Yy KOHBEHITMOHAJIBHBIX KUBOTHBIX. Kpome ToTO,
[IPU OTCYTCTBUU MUKPOOMOTBI BOPCHHKU XapaKTe-
pU3YIOTCI MeHee CJOKHOW COCYAUCTOHN CeThIo,
a KUIIEYHbIe KPUIITBI UMEIOT MEHBINYIO TJIyOuHy

U COZIEP’KAT MEHbBIIE PA3BUBAIOIINXCS CTBOJIOBBIX
KJIETOK. Y CTEPUJIbHBIX KUBOTHBIX TOHBIIIE TOJITIH-
Ha CJIM3U, a ee CBOUCTBA U3MeHeHHble. Y CTePHJIb-
HbIX MBIIIEH TakKe O4YeHb Majoe KOJMYECTBO
M30JIMPOBAHHBIX JIMMMOUIHBIX (DOJUTUKYJIIOB, Y HUX
He3peJible TeiepoBbl OJISAIIKA U He3pesble OpbKe-
eunple Moyl (MLN), a ypoBHU 1 UMMYHO-
ri00ymHOB A (IgA), 1 aHTUMUKPOOHBIX TIENTUIOB
(AMP) nmxe, yeM y KOHBEHITMOHATBHBIX JKUBOT-
HBIX. Y KOHBEHIIMOHAJIbHBIX KUBOTHBIX MOJIMCAXA-
punx A (PSA) us Bacteroides fragilis wnpyipyer
pacmpoctpanenne CD4'CD25'FOXP3'-peryns-
topubix T-kietok (Treg), koropsie obJamarOT
MIPOTUBOBOCTIAIUTENHHBIM 3((PEKTOM U 1MO/1aBJIs -
10T UMMYHHBIE OTBETHI. I HAapoTHB, GBIJIO MOKa-
3aHO, UYTO CerMeHTHPOBaHHbIE (ujIaMeHTHbIE
6akrepun (SFB) urayupyior poct T-xenmepHbIx
17 (TH17) xueTok, KOTOpble OKa3bIBAIOT MPOBO-
criaymutebubiil addext [235].

MuKpOOHOM UTPaeT KPUTUIECKYIO POJIb B TIPO-
JYIIUPOBAHUK HYTPUEHTOB U MeTaboJM3Me Mak-
poopranusaMa M, TakuM 00pa3oM, BJHSET Ha
MUIeBapene, OTJIONEeHNE U 3aTlacanyie 9HEPTUN.
B nucbroTudeckoM MUKpOOGUOME B HaYaJIe JKU3HU
MOKeT OBITh HapyIleH KaK[Ablii W3 3TUX IyTeH,
KOTOPbIE CBSA3AHbBI C PA3BUTHEM; HE3Pesasi MUKPO-
6uoTa He CIIocOOHA 3alIMTUTh KUIIEYHbIT bapbep,
YTO MPUBOJIUT K 3aTYIJIEHUIO BOPCUHOK, JIeTPajia-
WU CJIN3H, TIOBBIIEHUIO TPOHUIIAEMOCTH KUIIIeY-
HUKA W HapYIIEHWI0O UMMYHHBIX OTBETOB. Takue
MOBPEXK/IEHNST KHUINEYHUKA MOTYT TPUBOIUTH
K IMCHYHKITUU CPeJibl KUTIIEYHUKA, XPOHUIECKOMY
CHCTEMHOMY BOCIIJICHUIO, HH(MEKIMOHHBIM 3a60-
JIEBAaHWSM U IUapee, U KaKIbIH 13 9TUX (haKTOPOB
MOJKET HapyliaTh TPAEKTOPHIO Pa3BUTHUS peOeHKa.
JlncO61o3 MOKeT TaksKe HapyliaTb MeTaGoJnu3M
KJIIOUEBbIX HYTPUEHTOB, BKJIOYAsl He3aMEHMMbIe
AMUHOKHUCJIOTBI, HAPYIIasi, TeM CaMbIM, HOPMaJlb-
Hoe pasBuTHe peberka. [Ipu HapyIeHHOM cocTaBe
KHUIIIEYHOTO MUKPOOMOMA MOKET M3MEHSITHCSI HOP-
MaJIbHOE TIPOLYIIMPOBAaHNE TOPMOHOB pocTa [214].

[HenTpanbroe MecTo B (DYHKIIMOHWPOBAHUU
MHUKPOOHOMA KHIIIEYHUKA U €T0 B3auMOIEHCTBUN
€ MaKpPOOPraHM3MOM 3aHUMAIOT CJIU3HUCThIE CJIOU.
Toamuua cAW3W 3aBUCUT OT KOHIIEHTPAIUHU
MHUKPOOUOTBI, KOTOPasi PEryJupyeT MPOLYKIHIO
MYIIUHOB  CIIEIIUAJU3UPOBAHHBIMU  KJIETKAMU
KUITEYHUKA. JTa 3aBUCUMOCTh XOPOIIO 3aMeTHa
Ha [IpUMepe TOHKOIT u TosicTol kumiku. ObmraT-
Hasl KWIIedyHass MUKPOOMOTa, KOTOpasi B HEO-
HATAJThHOM TIEpHOJIe B OCHOBHOM IIpe/ICTaBJIeHA
6uhug06aKTEPUSIMY, AKTUBHO PA3JiaraeT CJO0XK-
ubie O-cBA3aHHbBIE TAMKAHBI (MYTTUHDI) 1 (HOPMU-
pYeT IyJl KOPOTKOTIETIOUEYHBIX SKMPHBIX KUCJIOT
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(KIIJKK), KoTOpBIE ABJASIOTCS TOKCUIHBIMU IS
MHOTHX TIATOTE€HOB, HO /IS SITUTEJUOIUTOB CJIy-
’KaT BaKHBIM MICTOUHUKOM dHEPTHH U TPOTHBOBO-
CHAJITEJNbHBIM (PAKTOPOM.

INUTEeINATbHbIE KJIETKH TOJCTOW KHUIIKU
ucronbayior KIKK, ocoberno Gyrtmpar, KOTo-
poiit Ha 60—70% obecrieunBaeT UX SHEPrueii, 4To
croco6CTBYeT YKPeIUieHnio Oapbepa CJAM3UCTON
o6omoukn |78]. KIIJKK rtak:ke perysmpyror Mera-
GOJIM3M TJIFOKO3BI U JIMITUIOB 1 UMMYHHYIO (DYHK-
o [177]. Byrupar, meiictBys Kak WHTHOUTOP
THCTOH-/[€ATIeTHIIa3bl, YYACTBYET B HTHUTEHETHYE-
CKOM KOHTPOJI€ 32 MPOAYIUPOBAHUEM W TIOJIEP-
JKaHWeM YPOBHS peryasaTopHbeix T-kietok [177].

OrpomHoe 3HaYeHue uMeeT (hOPMUPOBAHUE TOJI-
HOIIEHHOTO KUIIEYHOTO Oapbepa, B OOJIBIION cTerre-
HU 3aBUCUMOTO OT MHUKpoOMOThL. Kak wusBecTHO,
riaBHast (DYHKIIUS KUITIEYHOTO Oapbepa 3aK/I0uaeT-
Cs1 B PETYJISAIMHU MOTJIONIEHNST Hy TPUEHTOB, 3JIEKTPO-
JIITOB M BOJIBI M3 TIPOCBETA KUIIEYHNKA B KDOBOTOK
U B NPEIyNpeXIeHNN MPOXOXKIAECHUS TMaTOTeHHBIX
MHUKPOOOB 1 TOKCUHOB | 131]. BaskHo nmpuHUMATH BO
BHIUMAHWE, YTO PEryJisims 0OMeHa MOJIEKYJIaMu
MEK/Y CPeloil 1 MaKpOOPTaHU3MOM TOCPE/ICTBOM
KUIIEYHOTO Oapbepa BIUsIET HA PABHOBECHE MEKILY
TOJIEPAHTHOCTHIO U UMMYHUTETOM K OJHOMY WJIU
HECKOJIbKUM aHTUTeHaM. DTU (DYHKIUH TTO/JIEPKHU-
BatOTCs OJIarofiapsi psiy CTPYKTYPHBIX OCOOEH-
HOCTEH, BKJIIOYas CJIM3UCTBIN CJIOM M MOHOCJION
3MUTENUATBHBIX  KJIETOK,  B3aMMOCBI3aHHBIX
TTOCPE/ICTBOM TJIOTHBIX coefnHenuit. CamsucTwiit
cJiol, comepskaiuii SIgA ¥ aHTUMMKPOOHBIE TTerl-
THU/bI, TIOKPBIBAET BBICTUJIKY W3 AMHUTEJINATbHBIX
kietok. OH obJerdaer TPaHCIOPT HYTPUEHTOB
U CJIYKUT 3AUTON OT OGaKTepUaJbHONU WHBA3WU
[121]. Kumeunsiii 6apbep HaXOAUTCS B TECHOIT
7 TIOCTOSTHHOW B3aWMOCBS3W C KHUITETHOW MUKPO-
GUOTOM, HAPYIIIEHNE KOTOPOU MOJKET UMETh CEPbe3-
HbIE TIOCJTIEACTBUS /IS TIO/IEPKAHUS KJITIOUEBBIX
Gapbepbix hyHkmii [17].

Hemnponuiiaemocts 17ist MUKPOGOB BHYTPEHHE-
r0 CJM3MCTOTO CJIOST 0OECTeynBaeTCs] BBICOKOM
KOHIIEHTpaIlieil MPOTHBOMUKPOOHBIX MENTHIOB
U CEKPETOPHBIX MMMYHOTJIOOYJUHOB, a TakKiKe
GesTKaMu TUIOTHBIX COeIMHEHNT.

[Tnoruble coexunenust (tight junctions) —
3TO CJIOKHbIE GENKOBBIE CTPYKTYPBI, COCTOSIIHE
13 TpaHCMeMOPaHHBIX OEJIKOB — KJIay/HHa, OKKY-
JUHA W TPUKYJIJIUHA, KOTOPbBIE COEMUHIIOTCS
C TPUJIETAIONMMH TIIA3MATHYECKUMU MeMOpaHa-
MH, 00pa3ysi MEXaHWYeCKYIO0 CBSI3b MEKIY OIIH-
TeJNAJBHBIMU KJIETKaMU W (HOPMUPYS, TaKUM
06pasoM, 6apbep ISt TIPOXOKAEHUST MEKIY KIIeT-
kamu [57]. Bbiio 1okasaHo, 4To CTPyKTypa KUIed-

HOTO Gapbepa hopMUpyeTes ¥ TJI0/A YiKe K KOHILY
nepBoro tpumectpa OGepemernoctu [131]. dmmre-
JIMaJIbHbIE KJIETKM € MUKPOBOPCHHKAMMU, GOKaJIO-
BUJIHbBIE 1 SHTEPOIHIOKPUHHbIE KJIETKU MOSBJISIIOTCST
Ha 8-ii Hezesie GEPEMEHHOCTH, A TIJIOTHBIE COE/H-
HeHust oOHapyskuBatoTcst Ha 10-it Hemene. DyHK-
[MOHATHHOE Pa3BUTHE KHUIIEYHOTO Oapbepa
MIPOIOJIKAETCST U TIOCTIE POKIEHUSI, U HA HETO 3Ha-
YuTeIbHOE BANSHUE OKa3biBaeT aueta [249]. Hapy-
IIEHIE 9TOTO MPOIIEcca, KOTOPOe IPUBONT K HEZIO-
PasBUTHUIO KHUIIEYHOro OGapbepa, HabI0IaeTcs
Yy HEJIOHOIIEHHBIX JIeTel, YTO MpefpaciioiaraeT
K paccTpoiicTBY uMMyHUTeTa. B Havane >KU3HU
MIPOUCXO/IUT TEPEKPHITHE TPAEKTOPUN PA3BUTHS
KMIIEYHOI MUKPOOMOTHI M KHIIEYHOTO OGapbepa.
Kurireunprii 6apbep, AEHCTBYIOINN KaK 3allluTa,
MOKET OBITh MOAMMUIMPOBAH KHUIIEYHOW MHKPO-
6uoToi Wi ee MetabosmuTaMu. MexaHu3M, JieKa-
Ui B OCHOBE PEryJISIIIUY AIUTETHATBHOTO Gapbepa,
BeChbMa CJIOJKEH U UCCJIEIOBAH TOJBKO YACTUUHO.

Ot cocraBa MUKPOOMOMA 3aBUCHUT IMOJHOIEH-
HOCTH He TOJIbKO (hU3NYECKOTO, HO U TCHUXOHE-
BPOJIOTHYECKOTO pa3BUTHs pebeHKa. V3ydeHnem
CBSI3U MEXK/y Pa3BUTHEM KUIIEYHUKA U MO3Ta
y MJIaJIEHIIEB SIBJISIETCS OJIHOM 13 obJiacTeil coBpe-
MEHHBIX HCCJIeJOBaHUI MUKpoOuoMa. Y cTaHO-
BJIEHO, YTO PaHHss KOJOHU3AIUS MUKPOOUOTHI
MPOTEKAET TTAPAJITIEIbHO ¢ MUTPAIUedl HEUPOHOB.
CraHoBJeHrEe MHUKPOOMOMa B TEYEHWE MEPBHIX
2-3-x jieT Ku3Hu pebeHKa COBIAAeT ¢ KPUTHYe-
CKUMH TIepUOJIaMU POCTA MO3Ta, MUETUHU3AIIT
U CUHANTUYECKOTO OYuIeHuss Mo3ra. lloatomy
ONTUMU3AIUST CTAHOBJIEHNS] MUKPOOUOMA B PaH-
HeM BO3pacTe SBJSIETCS BaKHBIM (DaKTOPOM,
CIOCOOCTBYOMNUM (PU3UOTIOTHIECKOMY PA3BUTHIO
mo3zra [108,209,223,256,269].

Takum 06pazoM, MUKPOOMOMHBIE ITPOIECCHI,
MPOUCXOJIAIINE B Havyaje SKU3HU, 3aKJIaIbIBAIOT
bynnamenT a1 GOPMUPOBAHUSA U TIOJJIEPKAHUS
310poBbst peberka. IToatoMy HeoOXOAUMO COBEp-
IIIEHCTBOBAHUE TIO/IXO/IOB K ONITUMU3AINH YCIOBHIA
JUISI CTAHOBJICHUSI (PMBUOJIOTMIECKOTO0 MUKPOOHO-
Ma, PEryJupyIOIero B3aUMOOTHOIIEHUS MEKILY
OPraHu3MOM ¥ OKPYJKAIOIel Cpeoil u crocod-
CTBYIOIIETO ONTUMAJbHOM ajanTanuu pebeHkKa
K BHEYTPOOHBIM YCJIOBHSIM JKI3HIL.

JIroOble UBMEHEHNS B CTAHOBJIEHUN MUKPOOKO-
Ma IIPeCTaB/ISIOT OO0 Cephe3HbIN PUCK Pa3BH-
THs1 3a00JIeBaHUN B PaHHEM JIETCKOM BO3pacTe
U XPOHM3AIMU MHOTUX U3 HUX B TTOCTIE/YIOIIEM.

Hapymenusi MUKpOOHOMA M HX CBSI3b C Pa3BH-
THEM HATOJOTHH JETCKOTO BO3pacTa

B nacrosiiee BpeMst Bce OoJibliiee YUCJIO CIIe-
[HAJIMCTOB PACCMaTPUBAIOT MUKPOOHMOM B Kade-
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cTBe MOmyJsiTopa 3aboseBanuii. B mocientne
TrOJIbI OIyOJIMKOBAH Psift paboT, B KOTOPBIX JI0CTATOY-
HO TOPOOHO ¥ YOEANTETHHO OMHMCAHbl (DYHKITHO-
HAJIbHBIE B3aWMOCBSI3W HAPYIIEHUST MUKPOOHOMA
(1c6rosa) ¢ MUPOKUM CIIEKTPOM HATOJIOTUYECKIX
cocrosaMiA y nereii [3,4,18,137,160,187,199,207,216,
32,214].

Ecsin y B3pocJIBIX U JieTeil cTapiinero Bo3pacrta
pasBUTHE JUCOMOTUYECKUX HApyIIeHUI 00y CIoBIIe-
HO Moaudukanueil yxe chOpMUPOBABIIETOCS
MUKPOOHOMa, TO Y JIeTeil paHHETro Bo3pacTa AncOmo-
3bl pa3BUBAOTCs Ha (HOHE HAPYIIEHUST TPUPOIHBIX,
BecbMa XPYIKHX MEXaHU3MOB I€PBUYHOTO CTAHO-
BJIEHVsT MUKPOOUOTHI. HeoHaTabHble MUKPOOHOM-
HBIE PACCTPONCTBA OYEHB OBICTPO XPOHUSUPYIOTCS,
U TIATOJIOTUYECKUI MUKPOOHOM, C(hOPMUPOBAHHDIIT
B paHHeM BO3pacTe, B JIAJIbHENIIEM JOCTATOYHO
CJIO’KHO TIO/IZIAETCS HOPMAJTU3AITUH.

[TockoJIbKY CTaHOBJIEHVE MUKPOOMOMA MJIajieH-
112 TIPOUCXOJIUT B HEPA3PhIBHOM CBS3U C OHTOTEHETH -
YECKUM PA3BUTUEM MYKO3aJIbHOI'O M CHUCTEMHOI'O
UMMYHHTETa, TIPU TIPOrPECCHPOBaHIK AncOHO3a
MIPOUCXOJISAT HApPYIIeHUs He TOJbKO B COCTaBe
MHKPOOHOTBI, HO ¥ B ACCOIIMUPOBAHHON C Hell CHCTe-
Me IMMYHHOTO OTBeTa Ha MUKPOOHbBIE aHTUTEHBbI.

Jletu, HAXOAIIMECS HAa MCKYCCTBEHHOM WJIN
pPaHHEM CMEIIAaHHOM BCKAapPMJIMBAHWH, JIUIIEHBI
3aIUTHBIX (PAKTOPOB JKEHCKOTO MOJIOKA. Y TaKUX
MJIQJIEHI[EB 3HAYUTENbHO dYarle HabJ01aeTcs
pasBuTHE AMCOMO30B, aJJIEPIUy ¥ APYroil maro-
JIOTUU. Y CTaHOBJIEHO, YTO aTUITUYHAS KOJOHM3a-
VA KUIIEYHW KA B IIEPBbIE€ HE/IEJIN JKU3HU MJIa/IE€H-
114 TIOBBINIAET BOCIPUUMYUBOCTDH €r0 OpraHu3Ma
K HUMMYHHBIM ¥ MeTaboJudecKuM OO0Te3HIM
[149,188]. B wactHOCTH, 3aMeHa eCTECTBEHHOTO
nutaHus pebeHKa BBEJEHHEM WCKYCCTBEHHBIX
cMecel TMPUBOAUT K HAPYIIEHUIO CUHTETUYECKON
U 0OMeHHOI (DYHKIUIT MUKPOOMOTBI M yXy/IIlIe-
HUIO CHAGXKEHUsST DIUTENUs KUIIECYHUKA TPodu-
YeCKUMHU U JHEPTreTHYECKUMH CyOCTpaTamu.
Moaundukanus coctaBa MUKPOOMOMA IIPUBOAUT
K Teperpy3ke Hec(hOPMUPOBAHHOTO MMMYHUTETA
pebeHKa MUKPOOHBIMU aHTUTEHAMM, YTO MOJKET
croco6cTBOBaTh (hOPMUPOBAHUIO HEAJEKBATHOTO
WUMMYHHOTO OTBETa, Pa3BUTUIO BOCHATEHUS
1 MeTabOoJIMYECKUX PACCTPOUCTB.

[TockosibKy KJIIOUEBYIO POJIb B (hOPMUPOBAHUHU
MUKpOOMOMa MJIAJIEHIIa HWrpaeT MUKpodIopa
MaTepu, COCTOsTHME MUKPOOMOMHOU CHCTEMBI
JKEHIIUHBI SIBJISIETCST OCHOBHBIM (DAKTOPOM, OTIpe-
JEJISTIONTM KaK CTaHOBJIeHHe y pebeHKa (hus3noro-
IUYECKOr0 MHUKPOOMOMA, TaK U Pa3BUTHE JUC-
OMOTUYECKUX HapylieHuid. VIMMyHOJOTHIECKH
He3peJIblil OPraHu3M HOBOPOJKIEHHOTO B HEOHa-

TAJILHOM TIEPHOjie, TO €CTh B Tepuoj HauboJiee
AKTUBHOTO (HOPMUPOBAHUSI €ro COOCTBEHHOU
MUKPOOHOI 9KOCHCTEMbI, OKa3bIBAETCST MTOJTHOCTHIO
3aBUCUMBIM OT (DYHKIIMOHUPOBAHUST WHAUTEHHOM
MUKpoOHOTHI Marepu. Ee 3m0poBasi poTOBasd,
BarmHaJbHasl, KUIEYHAs, KOKHAsT MUKpodIopa
pU TOJ/IEPKKE UMMYHHBIX, MUKPOOHBIX U TIpe-
O6MOTHYECKUX (AKTOPOB TPYAHOIO MOJIOKA,
CIOCOOCTBYIOMIMX CEJEeKTUBHON mpoJbepanmum
B Guoromnax peberka Harbosee GU3NOJOrNIECKUX
JUIE  €r0  OpraHu3Ma MHKPOOOB-CUMOMOHTOB,
CIOCOOCTBYET CTAHOBJIEHUIO Y HOBOPOKIAEHHBIX
(buU3M0IOrNYecKOro MUKpOOMOMa U OJIATOIIONYY-
HOU TOCTHATAJIBHON aJ[anTallud WX OpPraHu3Ma
[4,14,16,18,19,88,188,198].

B 1o xe Bpems maToJiOTHYECKHE U3MeHEHUsI
MUKPOOHOMa MaTepu SIBJASIOTCS MCTOYHUKOM
uHbupoBanus pebeHka MUKpOIOPOii, ormac-
HOU JI7I1 €T0 3/I0POBbSI. ITO CBUETETHCTBYET
0 HEOOXOAMMOCTH OTBETCTBEHHOTO OTHOIIEHUS
JKEHIUHBI 1 HaOJIIOAI0NIET0 ee Bpaya K COCTOSI-
HUIO MUKPOOMOMA C 11eJIbI0 CBOEBPEMEHHOTO TIpe-
NYTIPEK/IEHUS Pa3BUTHUST WU YCIOKHEHUS JIAC-
OUOTUYECKUX HAPYIIECHUIA.

B cBsisu ¢ 4pe3BBIYANHO CJIOXKHBIM, MYJIbTH-
(haKTOPHBIM ¥ MHOTOSTAITHBIM TIPOTIECCOM (PUBHO-
JIOTUYECKON MUKPOOHOW KOJIOHM3AI[MK HOBOPOIK-
JIEHHbIE W JIETH PAHHEro BO3pAcTa MPECTABISAIOT
Hanbojiee ysI3BUMBIH KOHTHHTEHT HACEJeHUs
OTHOCHUTEJILHO CEPhE3HOCTU TOCJE/ICTBUI pac-
CTPOMCTB MHUKpoOMOMHOro xapakrtepa. /[laxe
MHUKPO(JIOpa 3710POBOTO pebEHKa, MOJIYYAIOIIEro
MOJIOKO MaTepH, MO/IBEP;KEHA BBIPAKEHHOI N3MeH-
quBocTh. OTHAKO TP €CTECTBEHHOM BCKaPMJINBA-
HUU JIETH TIOJIy4YaloT € JKEHCKUM MOJIOKOM IITUPO-
KU CIIEKTP MMMYHHBIX M MUKPOOHOJIOTHYECKUX
(haKkTOPOB 3aITUTEI, ONTUMHU3UPYIOINX CTAHOBJIE-
HHUe y HUX 37I0pOBOrO MUKpobuoma u a(hexTn-
HOI UMMYHHOU CUCTEMBI.

OrpoMHbIi GHOJIOTUYECKUI TTOTEeHIIHAT MUKPO-
6uomMa U ero yHuUKaJbHas posib B (hopMupoBaHUU
1 TOJIIEP/KaHNH 3/I0POBbsT peOeHKa CBU/IETEIHCTBY-
€T O HeO6XOI[I/IMOCTI/I yCuJjieHs BHUMaHUA YUYE€HbIX
U TIPAKTUKYIONUX Bpadeil K BOIPOCY ONTUMU3AI[UT
mpollecca CTAaHOBJIEHUST MHUKPOOHOI CHCTEMBI
B II€EpU- U TTOCTHATAJIbHOM ITEPUO/IaX N COXPaHECHUA
ee B 3JI0POBOM COCTOSTHUU B JIAJIbHENTIIEM.

CepbesHble M3MEHEHUsT MUKPOOMOMa Ha paH-
HeM aTare ero (hOpPMUPOBAHUS SIBJSIOTCS Hau-
6ojiee OMACHBIMM, TOCKOJBKY MOTYT NPUBECTH
K HeOJaroTmpHUsATHBIM TMOCTEACTBUSM He TOJHKO
B JIETCKOM BO3PacTe, HO U Ha HoJiee TI03/HEM JTale
JKUBHU YesloBeKa. B yacTHOCTH, BbICKA3aHO TIpel-
MOJIOJKEHUE, 4YTO IMOBPEkKIeHNe MHUKpoOHoMa
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B paHHeM /IETCKOM BO3PAcCTe BCJEICTBUE JIEUEHUST
AHTUOMOTHKAMU 3HAYUTELHO YBEJIUYUBAET PUCK
Pa3BUTHSI BOCTIAJUTEIbHBIX 3a00/I€BAHUN KHIITEY-
HUKa B 3pesioM Boapacte [198,226,230,258].

UpesBblyaiiHO BasKHO BJIUsiHUE (DaKTOPOB OKPY-
JKAIOIIEH Cpeibl Ha MHTECTUHAJIBHYTO KOJIOHU3AITUIO
JeTell, POKIEHHBIX ITyTEM OIepaiuy Kecapepa
cedeHust. Y TUX MJIAJIEHIIEB, KaK MMOKa3aHO B Psijie
HCCIIeIOBAHMIL, OTCPOYEHO CTAHOBJIEHHE CTaOWJIb-
HOIT GubUIO(IIOpPBI, HAOTIOMAETCST BBICOKUI ypO-
BEHb YCJIOBHO-TIATOTeHHBIX GakTepuii BUmoB Entero-
coccus faecalis, Escherichia coli, Enterobacter cloacae,
Klebsiella pneumoniae, Staphylococcus epidermidis
u Staphylococcus haemolyticus [15,17,228]. B pe-
3yJIbTaTe€ TAaKOH MUKPOOHON KOHTAMUHAITMN Hapy-
ITAIOTCS TTPOTIECCH UMMYHOJIOTUYECKOI a/IarTaIii,
CHUZKAETCSI 3AMUTHBINA Oapbep KUIIEYHUKA 1 Pa3BH-
BaeTCs BOCIIAJIEHHE.

YcraHnoBiieHo, yTO (hOPMHUPOBAHNE KUIEYHOTO
MHUKpPOOMOMa Ha PaHHUX JTalax POCTa MaJibliia
umeeT GOJIBIIOE 3HAUEHIE B TIPODUIAKTHKE OXKI-
penus [228]. B HEKOTOPBIX MCCAEOBAHUSIX OBLITH
naeHTUUIIMPOBAHBI PA3JINYKS B COCTaBE MUKPO-
6uoma, cBsi3aHHbIe ¢ BecoM Tesa [174]. Tak, B JioH-
TUTYINHAIBHOM HCCJAEI0BAHUHU, TIPOBEIEHHOM
M. Kalliomaki u coast. (2008) ¢ momoribio coBpe-
MEHHBIX MOJIEKYJISPHO-T€HETHYECKUX METOJIOB
(FISH) m mporouyno#l muTOMETPHUH, TMOKasaHa
CBSI3b MEXK/IY CHUKEHHEM MJIQJIeHYeCKUX BUIOB
OudugobakTepuii y aereii Ha EPBOM TOLY KU3HU
U Pa3BUTHEM OKUPEHUsI Y HUX B BO3PACTE CEMU
set. OKa3anoch, 4To y fereil ¢ n3ObITOUHON Mac-
coii Tesa B Bo3pacte 6 u 12 MecsiiieB ypoBeHb MJia-
JeHYeckux BUmoB Oudumobakrepuii (B. breve,
B. infantis w B. longum) 6bl1 10CTOBEPHO HUXKE,
yeM y JieTell ¢ HopMasibHOI Maccoii Tesa. Takxke
y [ZleTell, Pa3BUBIINX OKHPEHHE B CEMUJIETHEM
BO3pacTe, ypoBeHb Oaktepuii Buma Staphylococcus
aureus Ha TEPBOM TOJY KM3HU ObLI 3HAYUTETHHO
BBIIIIE TI0 CPABHEHUIO C IETHMH, KOTOPbIE K TITKOJIb-
HOMY BO3pacTy MMeJIi HOPMaJIbHbIE TTOKA3aTesIH
Maccol Teqa [127].

Dusnosormyeckoe 3acesieHue GHOTONOB pedeHKa
MHUKPOOHOTO# UTPAeT BasKHYTO POJIb B TIPEYTIPEKIIE-
nun asiepruu [95,105]. B psize nccrenoBanuii onu-
caH COCTaB MUKPOOMOMA y MJIJICHIIEB C Pa3BUTHIMU
ajutepridecknuMu paccrpoiictBamu [38,124,197].

Wccnenosanust A. Shreiner u coast. (2008)
MOKa3aJIi 3aMETHBIE PA3JNuus B COCTaBe KUIIIeY-
HOU MUKPO(MIIOPHI 3/I0POBBIX U JIHIL C ajlJiepruei
neTckoro Bo3dpacTta [232]. HopmampHasg MHWKPO-
(bJopa TOPMO3UT TPOIECCH EKAPOOKCUIMPOBA-
HUST MUNEBOTO TUCTHAWHA, YMEHbBINast, TaKUM
006pa3oM, CHHTE3 TMCTaMUHA, YTO CHIZKAET PUCK

100

TIATIEBON aJIJIeprun y AeTell. AHTHaAIIepruaecKe
CBOIICTBA TIOJHOIIEHHOTO MUKPOOMOMA JIOTOJIHSI-
I0TCST MOTITHOI GapbepHoil (QYHKIIHNEH TpUammTe-
JINAJIBHOI GUOTLIEHKH, TIPS TCTBYIOIIEH ITPOHKK-
HOBEHUIO Yepe3 KUIIEYHYI0 CTEHKY B KPOBOTOK
TUATIEBBIX AJIJIEPTEHOB U TOKCUYECKUX BEITECTB.
[TpoBenieHHBIE TTUAEMUOJIOTHYECKIE UCCIE0-
BaHU TOKa3aau 6oJiee BBICOKHMII PUCK Pa3BUTHS
AJJIEPTUYecKuX 3a00JIeBaHUil Y JIeTel, POK/IEH-
HBIX TIyTeM KecapeBa cederust [105]. IIpwunnoit
BTOTO MOKET ObITh KOJIOHU3AIUST KMITEYHUKA MJIa-
JIeHIIeB MUKPOMIOPON KoK TGO TOCIUTAIBHOI
MUKPO(JIOPOIi, HANPUMeEpP, YCJIOBHO-TIATOTEHHbBI-
MU OGakrepusiMu poioB Staphylococcus w Acineto-
bacter, n30BITOUHBIE TOMYJISAINN KOTOPBIX Hapy-
Ial0T HOPMaJbHOE CTAaHOBJEHWE WMMYHHON
cucteMbl. Takke HeTaTMBHOE 3HAUYEHUE WMeEET
MO3/THEEe HAYaJI0 TPYAHOTO BCKAPMJIIMBAHUS MJIa-
JIEHIIeB 1 TPO(UIAKTUUECKOE Ha3HAYEHWE POo-
JIJIBHUIIE aHTHOAKTEPUATBHBIX TIPEMapaToB.
Heckompko amujeMnosoTHYecKnx HMCCIe10Ba-
HUH TOKa3aju, 4TO MUKPOGJIOpa aTOTMUYECKUX
1 HeaTOMTMIeCKIX MJIa/IeHTIeB pa3inyHa. B nccuemno-
Baruu M.A. Johansson u coast. (2011) muazeHiint
HeaJlJIePInYecKuX PoAnTesieil yamie ObLIH KOJIOHM-
3UPOBAHbI JIAKTOOAIMJIAMH, YTO CBUIETETHCTBYET
0 POJIM MAaTEepPUHCKOW MUKPOMJIOPHI B 3aIUTE OT
AJJIEPIIYeCKUX 3a00JIeBaHMil. Y CTAaHOBJIEHO, YTO
B COCTaBe MHUKPOOMOMa KHIIEYHUKA 30POBBIX
JIeTell, Kak mpaBuJio, mpeodbmiagaiot Gudumodbakre-
pun BUI0B B. longum n B. breve, a'y neteii ¢ sK3eMoi
vaire HaOII0aeTCsT KOJOHU3AINST B3POCJIOTO THTIA
¢ JIOMUHMpOBaHUeM Buma B. adolescentis. Y HOBO-
POKJICHHBIX € KOJOHM3AIMel KHUIeYHNKa OaKTe-
pusimu BU0B Staphylococcus aureus w Clostridum
difficile wiccienoBatenn HabMIOIATM Pa3BUTHE aTO-
mn B GoJiee mo3HeM jgerctse [120].
DopmupoBaHue KUIEYHONH MUKPOOUOTBI 0Oec-
MTeYNBAET UCXO/HBIN U CUJIBHBIN UCTOYHUK CTUMY-
JIOB I Makpoopranmama. [lyTp s mepBbIxX
AJJIEPTUYECKUX PeaKIMii 4acTO BO3HWKAET B
JKEJTyTOYHO KUTIETHOM TPaKTe, U MTUTIEBAsT aJiep-
TUsI TIPECTABISIET COO0# 00BIUHYIO MPObIEMY Y
neteil ¢ aronuyeckoi sk3emoil. Hapymenne
GapbepHbIX (DYHKIWI B CAMBUCTONR 00OJOUYKe
KUIIEYHUKA BeJleT K YCUJIEHHOMY IIPOHUKHOBE-
HUIO aHTHIEHOB Yepe3 MyKO3aJbHbIi bapbep U K
W3MEHEHUIO TyTel mepeHoca. IJTO TPUBOAUT
K (hopMUPOBAHUIO NCKAKEHHBIX UMMYHHBIX OTBe-
TOB U BBICBOOOXKAECHUIO TPOBOCHAIUTETHHBIX
MUTOKUHOB C JaJbHEHIINM PacCTPONCTBOM
GapbepHbIX (yHKIMH. Takoe ycuieHHOE BoCHa-
JIEHHOE COCTOSHWE B CBOIO OYepe/b MPUBOIUT
K YBEJUYEHUIO KHUIIEYHOU IPOHUIAEMOCTH,
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U B pe3yJibTaTe I0JIy4aeTcsl IOPOYHBbIN KPYT caM-
OYCUJINBAIONIUXCS aJIJIEPTUUECKUX OTBETOB U
6osiee CTaOMIBHON AUCPETYJISIMA UMMYHHBIX
peaKHI/IIL/,I B OTBET HAa aHTUI'€HbI Yy T€HETUYECKU
BOCIIPUMMYNBBIX WHUBUYYMOB.

Bemymeit npuamHO HeOHATATIBHONW CMEPTHOCTH
U JIETCKOM WMHBAJIWIHOCTU SIBJISTIOTCSI TIPEK/IEBPe-
MeHHbIe POJIbl. HesoHoleHHble HOBOPOJKIIEHHDIE,
OTJIMYATONTIECST HE3PEJIOCThIO MUIIEBAPUTENHLHOTO
TpaKTa U HEeIOCTATOYHOU TTOJITOTOBKOW CJIM3UCTHIX K
3aceleHui0 UX (PU3NOJIOTMIECKOH MUKPOMIOPOIL,
COCTABJISIIOT TPYIIILY TIOBBILIEHHOTO PUCKA 110 Pa3BU-
TUI0O HEKPOTUYECKOTO JHTEPOKOJIUTA, CeTCHca,
MEHUHTHUTa W JIPYTUX CEPbe3HBIX 3a00JeBaHUI
¢ BBICOKOH CTEIEHbIO JieTanbHoro ucxoma [ 137,159].

3a cyeT OCyIIecTBIeHNs Psijia OPTaHU3AIMOH-
HbIX MepOTPUATHI B CUCTEMe OXPaHbI 3/I0POBbs
MaTepu 1 pe6eHKa, CO3[JaHUSA B POAUJIBHBIX JOMaxX
OT/IeJIEHIIT peaHuMaIui 1 GJI0KOB MHTEHCUBHOI
Teparnuy U UX OCHAIIEHUS COBPEMEHHBIM 000PY-
JIOBaHUEM, YAAJ0Ch AOOUTHCS 3HAYUTENbHOTO
CHWJKEHUS TIOKA3aTesisl MJIaJIeHYecKOi CMepTHO-
cr. Ho aT0 mopoaunio HOBbIE CJIOKHBIE TIPOOIIE-
MBI, CBSI3aHHBIE C HIUPOKUM KCIOJb30BAHUEM
WHBAa3WBHBIX [UArHOCTUYECKHUX U JIedeOHBIX METO-
noB. B pesysiprare MOSBUINCH HOBbIE (OPMBI
HO30KOMHUAJIbHBIX MH(DEKIHIl, B 4aCTHOCTH GaKTe-
PUEMUHU, ACCOIUUPOBAHHbBIE C HMCIOJb30BAHUEM
KaTeTepOB, U THEBMOHUY, Pa3BUBAIOIIUECS TIOCJIE
WMCKYCCTBEHHOW BEHTUJISIIIUY JIETKUX.

Y HemoHOMEHHBIX /IeTell HaMHOTO BBITIE PUCK
Pa3BUTHS OCJIOKHEHUI TTOCJIE POKICHUS, BKJIIOYAs
HeKpoTHYecKuit auTeporkosuT. llomaraior, uto
(hbakTOpPOM pHCKA PAa3BUTHSI HEKPOTUIECKOTO IHTE-
POKOJIUTA SIBJISIETCS HapylIEHHAsT KUIIeYHast
MHUKPOOHOTa, CTOCOOCTBYIOMIAsE IOBBIIIEHHON BOC-
IIPUMUMYNBOCTU HEJOHOMIEHHBIX jleTeﬁ K cucrem-
ubiM nnpeximsm [37,53,61,180,182,192, 228,261].

Hexpornueckuit aurepokommt (NEC) — ato
ornacHoe Uit KU3HU 3a00JIeBaHKe, BBI3bIBAIOIIEE
HEKPO3 KHUIEUYHNKA, KOTOPOE MOKET MOPaXKaTh
U JIpyTHe OPTaHbl, BKIIOYAsT MO3T, TIOCJIE/ICTBUS Yer0o
elle cepbe3Hee, YeM MOBPEXKIEHUsI TUIEeBAPUTEb-
voro tpakta. NEC nopaskaer 5—10% MiazeHIEB,
KOTOpbIe poauinch ¢ Becom Meree 1500 r. Hecmo-
TPsI Ha YCIIEXHU B YXOJI€ 3a MJIaJIEHI[aMH, 9TO 3a00J1e-
BaHHE sBJsETCS (haTaJbHBIM TIPUOIUZUTENBHO
B 30% carygaeB [82] u acconmupyeTcsi ¢ IUTUTeNbHOM
MHTEJLIEKTYaIbHON HEeeCIIOCOOHOCTBIO.

ITo manneim M. Hallstrom u coasr. (2004),
B cOCTaBe KUIIEYHOTO MUKPOOMOMA HOBOPOIK/IEH-
HbiX ¢ NEC B 60J1b1110i1 KOHIIEHTPAIUKU COLEPKa-
JIUCh YCJIOBHO-TTATOTEHHBIE MUKPOOPraHU3MBbI
ponos Enterococcus u Candida, koTopbie, 10 MHe-
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HUTO WCCJef0oBaTes e, MOTYT HUIrPaTh BAKHYIO
HTUOIIATOTEHEYECKYIO0 POJIb B TedeHUH 3a00JieBa-
Hus. [IpraeM MUKPOOMOM MJIaIeHIIEB, POAKICHHBIX
TIPEKIEBPEMEHHO €CTECTBEHHBIM ITyTEM, COIEPIKATT
HAMHOTO MEHbIINE TOMYJISIIINN YCJIOBHO-TATOTeH-
HBIX MUKPOOPTAaHM3MOB 110 CPaBHEHUIO C HEOHO-
IIEHHBIMY IETHMH, POKAEHHBIMI METO/IOM Kecape-
Ba ceuenus [99].

[octaTouno a¢hGhEeKTUBHBIM CPENCTBOM TIPO-
punaktukn NEC sapisercss TpyaHoe MOJIOKO,
CIOCOOCTBYONIEE 3aCETEHUI0 KUITEYHNKA 110J1e3-
HOW MUKPOMIOPON, OKa3bIBalOMel 0310POBU-
TeJIbHY10 (DYHKIUIO HA CIIU3UCTYIO0 000TOUKY U T10-
BBIIIAIOIIEN 3aNUTHYIO (DYHKITUIO OpTaHUu3Ma.

Hemomorenupie €T 9acTO POKAAIOTCS MyTEM
KecapeBa CeYeHHsl, IOJy4aroT aHTUOMOTHKU WU
MOTYT UMeTb pobJieMbl ¢ KopmieHreM. K tomy ke,
HEeIOHOTIEHHBIE MJIAIEHITBI UMETOT (DYHKITMOHAD-
HO He3peJIbIil THIIeBAPUTENbHBIN TPAKT € HUBKUM
YPOBHEM KHCJOTHOCTH B JKEJY/IKe BCJEICTBHE
HE/IOCTATOUYHOI CEeKpeluy JKeJyJ0YHOTO COKa
1 TpebyIoT GoJiee YacTOro KOPMIEHHSL. TH 0OCTOSI-
TEJIbCTBA BEAYT K IMOBBINIEHHOMY COEPKAHIIO
HOTEHIIMAIbHO IaTOTEHHBIX OaKTepuii B JKeny-
JIOYHO-KHIIIEYHOM TPAKTe M MEHBIIIEMY MUKPOOHOMY
pasHOOOpa3uio y TaKWX JeTell M0 CpPaBHEHWIO
C IOHOIIEHHBIMU JIeThMu [27,48].

Hwuskast Macca Tesia Ipu POKIAEHUN SIBIISIETCS
Ba)KHBIM (DaKTOPOM PUCKA HEOHATAJIBHOW CMepT-
HOCTH W Pa3BUTHUs PasJUYHBIX 3a00JI€BaHMIA,
4TO 00YCIOBIEHO HE3PETOCTHIO UMMYHHOI CHCTe-
Mbl U OapbepHbIX MEXaHM3MOB JKEJIYIOYHO-
KHIIEYHOTO TPaKTa MJIAJIEHIEB, a TaK/Ke YaCThIM
HCTIOJIb30BAHNEM WHBA3WBHBIX [UATHOCTUYECKUX
U JIe4eOHBIX TIPOLIELYP.

Y HeIOHOUIEHHBIX HOBOPOKIEHHDBIX, HAXOJIS-
IMUXCS B OTAEICHUSAX WHTEHCUBHOW Teparmumu,
pasBuBaercsi 0cobast MUKPoGHast (Jiopa, KoTopast
3HAYUTENHHO MOAMMDUIIMPOBAHA B HaIPaBJIEHUN
MOBBIMIEHUST YPOBHS YCJIOBHO-TTATOTEHHBIX BU/IOB
10 CPaBHEHUIO ¢ MUKPOOMOTOI IOHOTIIEHHBIX MJIa-
nentes. [To manupiv J.C. Madan u coasr. (2012),
B COCTaBe MUKPOOMOMa HEIOHOIIEHHBIX HOBOPOK-
JEHHBIX cpeint (haKyIbTaTUBHBIX aHA9POOOB TIPEO-
6sagaloT cTaUIOKOKKKM BUI0B Staphylococcus
epidermidis n Staphylococcus aureus, sHTEpoOAK-
tepun popa Klebsiella v sHTepOKOKKM, a cpeau
06JIUraTHBIX ~ aHadPOOOB  MPEUMYIIECTBEHHO
BcTpevaioTes kioctpuauu [159].

[Tpr HapymieHUH CTAaHOBJIEHUST MHUKPOOHOMa
KUIIEYHNUKA BBIJIEJEHHBIN C JKETUbIO MPSIMOI
6unupybun moxasepraercsi (GepMeHTATUBHOMY
BO3/IEHCTBUIO OeTa-TIIOKYPOHUIA30i KUIIEYHON
CTEHKH ¢ 0Opa3oBaHHEM TOKCHYHOIO HEKOHBIOTH-
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poBaHHOTO (HernpsmMoro) Gumpyouta. [Toceannii,
BCACBIBASICh B KHUIIEUYHUKE, MTOCTYTIAET B KPOBOTOK
U MOKET YBEJMUUBATD MHTOKCUKAIIUIO TTPH JKEJITY-
X€, YTO 0COOEHHO OMACHO Y HOBOPOKIEHHBIX MPH
ete GyHKIIMOHUPYIOIEM BEHO3HOM (2paHI[NEBOM )
npoTtoke [188]. Taxske mHapymraioTcd mpoIecch
BCACBIBAHUST KAJBITUSA U JKesle3a, CHHTe3a MHOTHUX
BUTAMUHOB (HUKOTHHOBOW M (HOJIMEBON KHCJIOT,
THaMHUHa, OMOTHHA, [IMaHOKOOAIaMIHA, BUTAMUHOB
K, C), ycBoenust BuramunoB D u E.

BaskHO yuuTBIBaTH, UTO B CJyYae AecTabuinsa-
UM MUKPOOMOMa IPOMCXOAUT CHUKEHHE €ro
JIETOKCUKAIIMOHHOIT CIIOCOOHOCTH, YTO 3HAUNTETh-
HO yBeJIMYMBAET HArpy3Ky Ha IedeHb peOeHKa,
MOJKET MNPUBECTU K IOBPEKACHUIO TEIIaTOIMUTOB
U Pa3BUTHIO TIEYEHOYHO-OUIMAPHOI TATOJIOTHH.

CepbesHoil mpobIeMoil HeOHATOIOIUH 1 Te/IAaT-
pum SIBJISIIOTCST leTckue nHpekmn. Kak usBecTHO,
JETCKUIA OPraHu3M HMeeT OOJIBIIYI0 BOCIPUUM-
YUBOCTh K WHGEKINOHHBIM (haKTopaM, TaK Kak
CYIIECTBEHHO OTJIMYAETCS OT OpraHu3Ma B3POCJIOrO
JesioBeKa 10 CTPYKType ¥ (DYHKIMSIM PasIMIHBIX
OPTaHOB U CHCTEM, HENPEPhIBHBIMU MOP(HOPYHKITHO-
HATLHBIMU TTEPECTPONKAMH, CBSIBAHHBIM C PA3BUTHEM
u pocrom opranusma. Cpean MPUYUH CMEPTHOCTH
y nerei, o gannbiM BO3, Ha 10110 MHQEKITMOHHBIX
GoJteaneit mpuxoauTest okoso 63% [1,15].

WNubeknmonnas maTtoJorus I1jioja U HOBO-
POKJIEHHOTO 3aHsa OJHO W3 BEAYIIMX MeCT
B CTPYKType 3a00JIeBaeMOCTH ¥ CMEPTHOCTU B
HeoHATAJILHOM Tiepuozie. Jledenne HOBOPOXK/IEH-
HBIX C TI€PUHATAIBbHBIMU UHQPEKIUAMU aHTHOAK-
TEpPUAJbHBIMU TIPEapaTaMy, TPAAUIMOHHO WC-
M10JIb3YEMbBIMH B HEOHATOJIOTUH (ITPENMYIIECTBEH-
HO TedalocmopuHaMi U aMUHOTTUKO3UIaAMHU
TPETHETO TIOKOJIEHNST ), TIPUBOUT K BBHIPAKEHHBIM
HapyIIeHUSM TIpoIlecca KOJOHU3AIMN KUTITEYHHU-
ka. [Ipu aTOM HAbMIOAETCS 3ace/IeHNe KUIIEUH -
Ka OakTepusiMu, 00JAJAONIMMU YCTONYHBOCTHIO
K HCIOJb3yeMbIM aHTHOMOTHKaM (9HTepobaKTe-
PUSIMU, SHTEPOKOKKaMH, CTahUIOKOKKaMU | JIp.),
a takske rpubavu [11,12].

YcnosHo-natorennbie rpubbl poga Candida,
KOTOPbIE 3HAYUTEJNHHO CTUMYJIUPYIOTCS MEIMKa-
MEHTO3HOI1 Tepanueil, 0cO6eHHO aHTHONOTHKAMMU,
YacTO CTAHOBSITCS YTPO30W JKU3HU HEOHOIIEH-
HBIX jieTeil. OmacHOCTh HeOHATaTbHBIX KaHIUI0-
30B 3aKJIOYAETCS B BHICOKOM TTATOTEHHOM TOTEH-
1uazse Bo30yauTesel, X CoCOOHOCTH BbI3bIBATh
y HEJOHOIIEHHBIX /eTEH CElCUc W TSKEJble
HeBpoJstorndeckue 3abonesanust [34,159,163,187].

Puick MHBa3WBHBIX MUKO3HBIX MH(EKIINN 3Ha-
YUTEJIHHO BBIIIE Y HEJOHONIEHHDBIX /IeTel ¢ OUeHb
MaJIoii Maccoil Teja TMPU POKAEHUU, KOTOPbIE
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B KOMILJIEKCE WHTEHCUBHOW TepaIy IMOJIydaioT
antubnoTuku. C MpUMEHEHHEM MEeTareHOMHOTO
aHaJM3a MUKPOOMOMA HEeJOHOIIEHHBIX HOBOPOK-
JIEHHBIX ¢ MAJION Maccoil Tesia yCTAaHOBJIEHA BBICO-
Kasl KOHIIEHTPAIMsI B COCTaBe UX KUIIEYHOTO
6MOIIeH03a arPeCCUBHBIX BUI0B TprboB poga Can-
dida, xapakTepusyIONUXcst BBICOKOW WHBa3UBHOI
aKTUBHOCTBIO [145,163].

B 6uorieHose feteii ¢ oueHb HU3KOI Maccoil Tesa
0CJIe TTPOBEIEHHON aHTUOMOTUKOTEPAITUI OTMEYa-
ercs OeiHOe BUI0BOE pasHOOOpasue GakTepuaibHO
dropsl ¢ peobagaHeM aHTHOMOTUKOPE3UCTEHT-
HbIX OGaKTepuil, B YaCTHOCTHU TIIpeJCTaBUTEen
BUnOB Staphylococcus aureus w Enterococcus
Jaecium, KOTOpble BO MHOTUX CJIy4asiX CTAaHOBSITCST
ATUOJIOTUYECKUM (HaKTOPOM PA3BUTHUST CeTlCcHca
[159,161,180,218].

B nacrosiiiiee BpeMst He CYIIECTBYET HU OJIHOTO
aHTHOAKTEPHAIbHOTO CPEJCTBA, KOTOPOe AEiCTBO-
BaJI0 OBI HCKJTIOYUTETHHO Ha TTATOTEHHbBIE MHKPOOP-
raHu3Mbl, He 3aTparuBasi WHAUTEHHYIO (opy.
AccoruupoBaHHble ¢ TPUEMOM aHTUOMOTHKOB
HApYIIeHNs] MUKPOOMOIIEH03a KUIIEYHNKA, COMPO-
BOK/JIAIONIECS] CHMKEHUEM KOJIOHU3AITMOHHOM
PE3UCTEHTHOCTH OPraHM3Ma, CO3/IAI0T GJIarompusIT-
HbI€ YCJOBHS He TOJIbKO it WH(PUIMPOBAHUS
GOJILHOTO 9K30T€HHBIMU HO30KOMHAIbHBIMU TIITaM-
MaMH, HO ¥ JIJIs IOBBITIEHNS BUPYJIEHTHOCTH YCIOB-
HO-TIATOTEHHBIX TIPEICTaBUTE e ayTO(IOPHI.

WccnepoBanust rpyIib yueHbix u3 Barenuren-
ckoro yamBepcuteta (Humepmanmsr) mokasanm,
4TO UCMOJb30BAHNE AHTUOUOTUKOB Y MATEPH UJIH
peberka TpensaTcTByeT (HOPMUPOBAHUIO HOP-
MaJIbHOTO MUKPOOMOMA, ke TIPU HATMIUH TPY/I-
HOTO BCKapMJIMBaHWS MJIAJIEHIA. Y 9TUX JleTeil
B COCTaBe KUIIEYHOH MUKPOMJIOPHI Ipeobiagaii
9HTEPOKOKKH, KJIOCTPUIUU ¥ IIMIEPUXUU TIPHU TIOJI-
HOM oTCyTcTBUM OGudumobakrepuii [76].

Yacroe HCIOIb30BaHWe aHTHOMOTHKOB B JIET-
CKOM TIepHOJIe ACCOIUUPYETCs C TTOBBINEHHBIM
PUCKOM yCTOMUMBOCTH K aHTHOMOTHKAM [185], uto,
BO3MOJKHO, M3-32 M3MEHEHUH B MUKPOOGHOME MOKET
npepaciioaraTb WHAMBUYYMOB K TTOBBIIIEHHOMY
pucky 3aboJsieBaHuil, Bkiaouyas osxxuperue [30]
1 BOCTIA/TUTEIbHBIE 3a00/1eBaHst Kumedrnka [270)].

AntubrorrkoaccormrpobanHast auapest (AAl) —
elnle OJMH TNpPUMeP HEraTUBHOTO BO3JEHCTBUS
AHTUOMOTUKOB HA OPraHU3M MJIAJIEHIIa. DTHOJIO-
rudeckuM (HaktopoM AAJl GOJIBIIMHCTBO HCCIIE-
JloBaTeNieil CUYNUTAIOT KJIOCTPUAMH, B YaCTHOCTH
Buza Clostridium difficile. 9tm MUKPOOPraHU3MBI
BbI3bIBAIOT 0KOJI0 10—20% Beex caryuaeB AA/L [23,64].

Dpaniry3ckre ydeHble, OCHOBBIBASICb Ha pe-
3yJIbTaTaX CBOMX MCCJIE/IOBAHUI, TIPUIILIN K BBIBO-
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1y, 9TO K KOJIOHM3AIUU HOBOPOKIEHHBIX KJIO-
CTPUUSIMA He BCerga TPUBOIUT aHTHOAKTe-
puajbHast Tepanus. JTUMH MHKPOOPraHU3MaMu
HACBIIIEHA CaMa TOCHUTAJIbHAs Cpe/la, KOoTopas
B GOJIBIIIMHCTBE CJIYYAEB SIBJISETCS MCTOUYHUKOM
rosionnzaruu geteit [80]. HampoTtus, mo manusim
S. Matsuki u coast. (2005), uHbuUIEpOBaHUE
HOBOPOJKIEHHOTO KJIOCTPUIUSIMU B POJIUIBHOM
JIoMe TIPOUCXOMUT OT MaTepH. Y CTAaHOBJIEHO,
uro 50—70% HOBOPOKIEHHBIX MOTYT OBITH Oec-
cuMnToMHbIME  HOcuTessimu  Buna  Clostridium
difficile, 4T0 CBS3BIBAIOT ¢ HU3KOW KOJOHU3AI[UOH-
HOI PEe3UCTEHTHOCTHIO KUIEUHUKA JETEil PAHHero
Bospacta [169]. IIpuem aHTHOMOTHUKOB MOJKET
CEJIEKTUBHO YBEJIMYNBATDH arPECCUBHBIN MOTEHITHAI
KJIOCTPHUUI U CTIOCOOCTBOBATH PA3BUTHIO GOJIE3HU.

YcranosieHo, uto nomumo Clostridium difficile,
Bo30yuTesiMn AAJl y HOBOPOKIEHHBIX ¥ JIeTeit
PaHHETO BO3PACTA MOTYT OBITD ¥ JPYTHE MUKPOOP-
raHu3Mbl, HAlpPUMED TIPEJCTABUTENN BUIOB
Pseudomonas aeruginosa, Clostridium perfringens,
Salmonella sp., Klebsiella oxytoca, rpubs1 poga Can-
dida v np. [228]. IIpuuem, nmo garabiM Y.G. Kim
n coaBT. (2017), HeKOTOpBIE BUJbI KJIOCTPUIUI
oG deKTUBHO 3aIUIIAIOT TUIIEBAPUTETbHBII TPAKT
MJIQJIEHTIa OT KOJIOHU3AIu natoreHamu [ 133].

INUIEMUOJIOTHYECKUEe UCCIe0BAHUSI, TPOBe-
nenuble B /laHnu, 0JJHO3HAYHO CBU/ETENBCTBYIOT
B II0JIb3Y TOTO, YTO MPUMEHEHNE B PAHHEM JIETCTBE
AHTHUOMOTUKOB  SIBJISIETCST  HEOJATOTPUSTHBIM
MPOTHOCTUYECKUM (DAaKTOPOM DA3BUTHUSI HEKOTO-
PBIX BOCIATUTENbHBIX 3a00JI€BAaHIIT KUIIEUHUKA.
500 TBIC. HOBOPOXK/IEHHBIX ObLIN BKJIOYEHBI
B TIPOCIIEKTUBHOE JIJINTETBHOE HCCIe0BaHUE,
B TedyeHHe KOTOPOTO YYUTBIBATKMCH YUCJO IPO-
BEJIEHHBIX KYPCOB 1 00'beM aHTUMUKPOOHON Tepa-
. AHAJIU3 PE3yJIbTATOB TIOKA3AJ, YTO Y MJIA/ICH-
1[€B, MOJIYYaBIINX AaHTUOMOTUKH B TEPBBIE TOJBI
JKU3HY, B JaJbHENIIEM CYIIeCTBEHHO BO3PACTAET
3abosieBaeMocTh Oosiesrbio Kpona. Kpome Ttoro,
3TOT PUCK YBEJIUYUBAETCS TPOTIOPIIHOHATHHO
KOJIMYECTBY KypcoB aHTHOMOTHKOTEepanuu [112].

HecmoTpsa Ha cmacarenpHble (DYHKIUU aHTH-
OUOTHKOB, UMEIOTCSI JIAHHBIE, YTO PaHHEE U TI0B-
TOPHOE MCIOIb30BaHIE AaHTHONOTHKOB, & BO3MOXK-
HO ¥ JIPYTUX MEINKaMEHTOB, B JIETCKOM BO3pacTe
SIBJISIETCST BA)KHBIM (haKTOPOM, BO3/IENCTBYIONIMM
Ha COCTaB MHUKPOOMOMA, YTO MOJKET IOBBIIMIATDH
puck Oyaymux 3a00JIeBaHUI.

Cocrosinue Mukpobmoma peGeHKa B 3HAYM-
TEJILHON CTEMEHN CBSI3aHO C PUCKOM Pa3BUTHUS
B JIaJIbHENIIIEM MHOTUX CEPbe3HbIX 3a00JIeBaHUI,
B YACTHOCTU XPOHUYECKUX 3a00JI€BAHUI KHUIIEY-
HUKA, 9HJOKPUHHON, ayTOUMMYHHOM, ajiepruye-
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ckoil m apyroii marosnorun. Ocoboe BHUMaHUE
CHETUATICTOB TIPUBJIEKAIOT MCCJAEI0BAHUS CBSI3U
MUKPOOHOMHBIX U3MEHEHWIT y JIeTeil ¢ pa3BUTHEM
TcuXuaecKoi matosornn. Hampumep, ¢ pa3andus-
MU B COCTaBe MUKPOOMOMA acCOIMUPYIOT ayTU3M
[108,209,223,245,278].

M3BecTHO, YTO MO3T B JIETCKOM BO3pacte 0bJia-
JIaeT OrPOMHON MeTabOJMYEeCKON CIOCOOHOCTHIO;
o coctasysgeT 5—10% ot o61meit Macch Tesra, OTBe-
yaeT mouTh 3a 50% 6a30B0oil MeTabOIMUYECKOIT dHEP-
MU TeJa ¥ T09TOMY OCOGEHHO YyBCTBUTEIEH K
HMOHMKEHHOMY TToTpebeHmio sueprun [214]. Baa-
rogapsi  CrocoOHOCTU  COOOIIECTB  KUIIEYHON
MUKPOOHOTBI PETYJUPOBATh KOJUYECTBO IOCTY-
MAIOIIEN SHEPIIN, MUKPOOHOM MOJKET UTPATh PEry-
JIITOPHYIO POJIb B PA3BUTHUN HEPBHOW CHUCTEMbI Ha
MPOTSIKEHUH MEPBBIX JIeT Ku3Hu peberka. [Tapaii-
JIeIbHOE CO3peBaHMe Kak MHUKpPOOMOMa, Tak
u [ITHC B nauvaje )KM3HU CBUIETEIBCTBYET O BO3-
MOKHOCTH TTyTEM ONTHMHU3AINNA MUKPOOMOMHBIX
IPOIECCOB CHOCOOCTBOBATH (PUBUOTIOTHYECKOMY
Pa3BUTHUIO HEPBHON cHUCTEeMBI y jieTeit [223,269].

VmeroTest CBEEHUsT, 9TO MUKPOOUOM WrpaeT
poJib B MMMYHHOM OTBeTe TIPU BaKI[MHAINH
[63,279]. Bosiee BbicOKHME OTHOCUTEIBHBIE KOJIUYE-
crBa Gakrepuil TunoB Actinobacteria w Firmicutes
ACCOIUMPOBAIHICH ¢ H0JIEE CUIIBHBIM TYMOPATbHBIM
U KJIETOYHBIM OTBETOM TIPU BBEJIEHUM BAKIIUHBI,
TOT/Ia KaK OTHOCHUTEJBHO BBICOKHE KOJUYECTBA
Proteobacteria w Bacteroidetes acconmupoBaInch
¢ monmkeHHbIMu oTBeTamu [ 102,109].

PesysnbTaThl MHOTOUMCTIEHHBIX HCCIETOBAHUN
HOCJIEIHETO JIeCATUIIETHST YOEANTETbHO CBUAETE b
CTBYIOT O TOM, YTO CTAaHOBJIEHHE Y pebeHKa 3/10pPOBO-
r0 MUKPOOMOMA SIBJISIETCS] BAKHEHIIINM (haKTOPOM
(hopMUpOBaHUS HOPMATBHOW UMMYHHOM CHCTEMBI
U TIPEAYTIPEKACHNUST MHOTUX XPOHMYECKUX 00JIe3-
Heil. IToatomy MeponpusaTus, HarpaBjieHHble Ha
ONTUMM3AIII0 MUKPOOMOMHBIX TIPOIIECCOB B PaH-
HEM JIETCTBE, BBI3HIBAIOT Bce OOJIBIINMI HHTEPEC
Y MUKPOGHOJIOTOB, HEOHATOJIOTOB U TIEIUATPOB.

CoBpeMeHHble TMOAXOABI K ONTHUMHU3AIUN
npoiecca (pOpMUPOBAHUS MUKPOOHOMa Yy JeTei
U €ro MoAep:KaHusd

Ocoboe MecTo cpeu CPeiCTB, UCIOJIb3YeMbIX
JU7IST ONTUMUBAINY CTAHOBJICHUS 37I0POBOTO MUKPO-
6roMa B paHHEM JIETCKOM BO3pacTe, 3aHUMAIOT
TPOOHOTHKH.

Emie B XVIII Beke B Huzepaanmax ObLIo mpeiio-
JKEHO JIJIST KOPMJIEHUS TPYAHBIX JeTel, CTPAatoNInX
PacCTPOMCTBOM THIIIEBAPEHM:], UCIOJIb30BaTh CKBa-
mennyo naxTy. [lozxke mosgBuics psm MPOAYKTOB
NIETCKOTO TUTaHUs, KOTOPBIE IleJeHAIIPaBIECHHO
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oboraiaanuch KUBBIMU KJIETKaMU JIAKTOKOKKOB
[31]. C pasBuTreM MUKPOGHOIOTUI 1 METOIOB OaK-
TEpUAIBHON Teparuy Bce BO3pacTtaioliiee KoJJe-
CTBO [IAHHBIX, IOATBEPKAAIINX OJArOTBOPHOE
Bo3zeiicTBUe JakTobauil U GudumobakTepuii
Ha 3[0POBbE TPYMAHBIX IeTel, CIocoOCTBOBAIO
MOSIBJIEHUIO MIMPOKOTO aCCOPTUMEHTA TTPOTYKTOR
JIETCKOTO TTUTAHUS, COJMEPKAIIUX ITH MUKPOOP-
ranu3mel [144].

B nocsieHme roapl NCIIONb30BaHKe TIPOOUOTH -
KOB B HEOHATOJIOTUU W TEAUATPUN 3HAYUTETHHO
pactupuiaock. [LosIBUINCH pe3yabTaThl UCCIEN0-
BaHWii, KOTOPbIE AEMOHCTPUPYIOT OJIarONPUATHOE
BJUSIHUE OTIEJbHBIX MPOOMOTHKOB Ha TEYCHIE
psiia 3a00JIeBaHNIl KAIIIEYHIKA, TIOKa3aHa 11eJ1ecO-
00pa3HOCTh WX MCIOJIb30BAHUS IIPH AHapee,
MUTIEBOW aJIJIEPrul W JIPYTUX BUJAX TATOJIOTHU
[8,12,15,37,53,135,140,180,237,258,281].

HecMOoTpst Ha CJIOKHOCTD U XPYIIKOCTD ITPOIIEC-
ca (hOpPMHUPOBAHUST TOCTHATATIEHOTO MUKPOOIOMA,
HAXO/ISIIUIICS B CTaUU CTAHOBJIEHUSI MUKPOOHbIiT
OpraH HOBOPOJKJIEHHOTO TPU HCIIOJb30BAHUM
aJIeKBATHOM Tepanuy 3HAYUTENBHO JieTye BO3Bpa-
TUTb K HOPMaJbHOMY ITPOIIECCY, YeM BOCCTAHO-
BHUTHh yske Cc(hOPMUPOBABIINECS MUKPOOHOMBI
JIETE CTapIero BO3pacTa U B3POCIIBIX.

Boi6op mpobuoTuKa Jisi HOBOPOJKIEHHBIX U
JleTell paHHero BO3PacTa UTPAET KJIOYEBYIO POJIb
B MOJTYYE€HUH TIO3UTUBHOTO pe3ybTarta. «/leTckuii»
HpOOMOTHUK JOJIKEH 00sagarh psigoM OuoJoruye-
CKHX XapaKTEPUCTHK, TIPEK/IE BCETO, YOCIUTETHHO
JOKas3aHHOiT Ge3omacHoCThi0. C 1ETbIO IPeLyTPeK-
JIeHUsT OT/IAJIEHHBIX HEKeJATEeNbHBIX Pe3yJIbTaTORB
BJIVMSIHUSL Ha 3[0pPOBbe peOEHKa, CIIeLyeT BO3/ep-
JKATBCS OT PYTUHHOTO HMCIMOJIb30BAHUS MHOTHUX
POOMOTUKOB, COAEPIKANIMX BUIBI MUKPOOPraHK3-
MOB, He THIUYHbIE /i1 GA30BOTO COCTaBA MUKPO-
O6uoma pebeHKa, a TakyKe JONOJHUTEIbHbIe HHIPe-
JIMEHTBI HEMUKPOOHOTO TPOUCXOsKAeHMs. BaskHoe
3HAYEHWE WMEET OINTHYeCKas KOHMUrypaims
MOJIOYHO#T KKCJIOTHI, 06pa3yeMoii 1ipu (pepMeTarym
JIAKTO3bI TIPOOHOTHIECCKIMHU GakTepusiMu. V3BecT-
HO, 4TO (DU3UOJIOTUIHON JIJIsT OPTaHU3Ma YesloBeKa
JII060r0 Bospacta aBJisercs L(+)-MoIouHast KICIo-
ta. Harrpotus, D(-)-Momounas kucsiora Xyske mepe-
HOCHUTCSI OPTaHM3MOM 4YeJIOBeKa, TaK Kak OHa
cHauasia 1peobpasyercs 1oj1 AeicTBrueM (hepMeHTa
NIEeTUAPOTeHa3bl D-2-TUAPOKCUKUCTIOT W TOJBKO
rocJjie 3TOro accuMuaupyercsi opranusmom [19].
[Tocrymenne B opranusm pebenka D(-)-akrara
BBI3BIBAET OMACHOCTDH PA3BUTHS aIlHI030B, 0COOEH-
HO y MasteHbKux seteit [208,209,252].

B Hacrosiiiee BpeMmst 11e71ec006pPa3HOCTh HC-
[I0JIb30BAHUS TTPOOUOTUKOB JJISI O3[0POBJIECHUS
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MHUKPOOUOMA HOBOPOJKAEHHBIX U JIETell PAHHETO
BO3pacTa IIPOJIEMOHCTPUPOBAHA pe3yJIbTaTaMu
MHOTOUYNCJIEHHBIX UCCIIE0BAHMI.

Haubostee yacTo B HEOHATOJIOTUY ¥ TTEIHATPUN
UCIIOJIB3YIOT TIPOOUOTUKK Ha OCHOBE CAXapOJIUTH-
yeckux Oaxrepuii ponos Lactobacillus n Bifidobac-
terium, 4TO, TIPEKJIE BCETO, OTPEIETSIETCS HEMaTo-
TeHHbIM TpodujieM 3TUX MUKPOOPTAHU3MOB.
Kpome Toro, mpo6noTukn Takoro cocraBa obsasa-
10T PsIIOM JIPYTUX T10JIe3HbIX CcBOHCTB. K Huwm,
B YACTHOCTH OTHOCSITCSI JIETOKCUKAIMST KCEHOOMO-
tikoB [12,171], 6uocunres ButamunoB [14,13,15,
101], nosresnbie Merabosmyeckue addexts [17,19,
135,181], mosmoxuTespHOE BIUSHUE HA TPAH3UT
coznepxxumoro kutmmeynuka [170], konkypeHius
C MATOTeHHBIMU MUKPOOAMU 32 Hy TPUEHTBI U CANTHI
cBa3biBanud [ 19,47], Moy i1 UMMYHHOTO OTBe-
ta [19,173].

Boapacraronmii mHTepec BbI3bIBAET BO3MOXK-
HOCTb HCIIOJIb30BAHUSI MPOOUOTUKOB IS TPO-
unmaxtkn passutus NEC, koTopseiii gBisieTcs
OJTHOW M3 OCHOBHBIX IIPUYUH CMEPTHOCTH Y HEO-
HOIIEHHBIX HOBOPOXK/IEHHBIX C OY€Hb HU3KOI Mac-
coit Tena ipu poskaenun [37,53,140,180, 194,254].
I1o 3ab0sieBaHre OBICTPO MOPAIKAET CJIMBUCTYIO
0060JI0UKY KHUIIEYHIKA M MOJKET CTATh OCHOBAHUEM
Ut yrasierns ero yactu. /loctatouno adgextus-
HbIM cpenctBoM mpodunaktnkn NEC aBrisercs
TPY/AHOE MOJIOKO, CITOCOOCTBYIOIIEE 3aCETEHIIO
KHUIIEYHUKA TTOIe3HON MUKPOMIIOPOH, OKa3bIBaIo-
el 03710pPOBUTENBbHYIO (DYHKIIMIO HA CJIUSUCTYIO
000JI0YKY ¥ TOBBIMIAOIIEH 3aUTHYIO (DYHKIHIO
oprausma. J[yist ycwieHusi GJarompusiTHOrO BO3-
MECTBUST TPYHOTO MOJIOKA Ie7IeCO00PAa3HO IHTe-
pajibHOE HCIOJIb30BAHUE TPOOUOTHKOB. Y HOBO-
POXK/IEHHBIX, KOTOpbIE HE TOJYYaloT T'PYIHOTO
Mosoka, mpopumaktnka passutusg NEC 3a cuer
oborarieHust palioHa MUTAHUS TIPOOUOTHIECKUMU
nob6aBKaMu, ONTUMUBUPYIONUMHE TTpoiiecc GopMu-
POBaHUST 3[0POBOTO MUKPOOMOMA, SIBJISIETCST KPali-
He HeoOXomuMoil. MHOTHe MCc/ie[OBaHusT TTOKa3a-
JI 11eJ1eCO00Pa3HOCTh UCIOIB30BAHUS TIPOOHOTH-
KoB st atoi memn [53,89,140,147,157,194, 217,
218,224,254,255].

MeTaananus [eBATH PaHIOMU3MPOBAHHBIX
1are60-KOHTPOJUPYEMBIX MCCIEI0BAHUN, B KO-
TOpble ObLIM BKJIIOUEHBbI 1425 HEJOHOIIEHHBIX
HOBOPOXK/IEHHBIX, TT0Ka3aJ, 4YTO 3HTepaIbHOEe
BBejieHIEe MTPOOUOTUKOB 3HAUYNTETHHO YMEHBIIAET
KosmyecTBO caydaeB Tskenoro NEC y mereit u,
KpOMe TOTO, TIPUBOJUT K JIOCTOBEPHOMY CHIKe-
HUIO CMEPTHOCTH OT 3TOr0 3aboJieBaHUs jeTei
¢ Maccont Tesia ipu poskaeranu mMeree 1000 T [22].
ABTOpBI HCCIIEIOBAHNST YBEPEHBI B HEOOXOMMOCTI
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IINPOKOTO UCTIOJIH30BAHUST TIPOOMOTUKOB B TIPO(H-
JIAKTUYECKUX IeJISIX Y HEJIOHOIIEHHBIX JIETEH.

PanioMusupoBantoe mccienoBanue, POBeeH-
noe na TaiiBane cpexu 367 zereill ¢ 04eHb HUBKOM
MAaCCO TeJa TP POKJIEHNH, TIOKA3AJI0, UTO e5Ke/THEB-
HOE JIByKpaTHOE HazHadeHre MPOOHOTHKA, COMEPIKa-
1iero mrraMMbl BUIOB Lactobacillus acidophilus v Bifi-
dobacterium infantis, va hoHe rpyJHOr0 BCKapMJIHBa-
HUsT CHIKaeT yactoTy u Tskectb NEC [157].

B nipyrom maie6o-KOHTPOIUPYEMOM UCCIIE0-
BaHuUM B nepuHaTasbHoM IeHTpe Shaare Zedek
(Uspaunp) nz 72 maazentieB ¢ O4eHb HU3KOHU
MAaCCOi TeJia, IMOJIyYaBIIUX MPOOUOTUIECKYTO
CMECh, COCTOSINYIO W3 TPEJCTABUTENEH BUIOB
Bifidobacterium infantis, B. bifidum w Streptococ-
cus thermophilus, y 3 (4%) ObLIT ANArHOCTUPOBAH
NEC. B To ke BpeMs B TpyTIie KOHTPOJIF, COCTOS-
meil u3 73 neTeil, HaXOAUBIIMXCS Ha TPYIHOM
WM CMEIIaHHOM BCKapMJIMBaHWM, 3abosenn 12
(16,4%) neteit. Ilpu stom TsKemass opma
NEC (cragus 2 nim 3 o Bell) B mpobuoTiyeckoii
rpyrine passuaach y 1 pebenka s 72 (1%), a B rpy1-
e KOHTPOJT auarHocTupoBano 10 Takux ciaydaeB
cpemu 73 narentoB (14%) (P=0,013) [37].

B 0630pe, BBITIOJTHEHHOM SITTOHCKMMU YYEHBIMH,
CYMMUPOBAHbI JIAHHbIE KJINHUYECKUX HCCIIEI0Ba-
HUIi, Kacaloluxcs TI0Jb3bl OT TIPUMEHEHUS
y HEIOHOIIEHHBIX HOBOPOKAECHHBIX MPOOHOTHYE
ckoro mtamma Bifidobacterium breve M-16V [271].
Jlns orenku 3anmmtHOrO Adderra JaHHOTO MPO-
OUOTHYECKOTO TITaMMa B OTHOIIEHUH TPOMUIaK-
tukn pasutusi NEC u npyrux nHQEKIMOHHBIX
3a00JIcBaHMi Y HEIOHOIIEHHBIX HOBOPOKIACHHBIX
OBLJIO TIPOBEJICHO KJIMHUYECKOE HCCIEOBAHUE C
yuactueM 338 neteit, pOAUBIINXCS C OU€Hb HU3KOM
Maccoii Tesa (00Imast MPOAOKUTETbHOCTD HCCIIe-
JIOBaHUS cOCTaBUJIA TIATE JieT). [Tarmentam Haszna-
yajicsas npobuotuk B. breve M-16V B gpose 10°
KOE/cyTtkn ¢ mepBBIX 4YacoB TOCJe POXKICHUS,
TPYIITY KOHTPOJISI cocTaBuIu 226 HEeOHONIEHHBIX
IeTel, He MmoJIydaBimx mpobuoTrk. Kak okasanachk,
yactora NEC u o6mmast 4actora MH(PEKIIMOHHBIX
3abosieBaHuil OblJIa CTATUCTHYECKH OCTOBEPHO
MeHbIIle B IPyIIIe IpUMeHeHrs OGnbumrobakTepuii
10 CPaBHEHUIO ¢ KOHTpoJeM [271].

G. Deshpande u coast. (2007) Ha ocHOBaHUU
MeTaaHaIM3a PAHJAOMU3NPOBAHHBIX KOHTPOJIUPYe-
MBIX MCCJIEIOBAHUI TTOKA3aJIH, YTO PO HUIAKTHYE-
CKO€ UCIIOJIb30BaHKE TIPOOGUOTUKOB Y HEIOHOIIIEH-
HBIX HOBOPOJKIECHHBIX CHUKaeT 3a00JIeBaeMOCTb
NEC na 30% [61].

Takum 06pa3oM, pe3yJIbTaThl MPOBEIEHHBIX
HCCIeIOBaHNI yOEAUTENbHO CBHUIETENbCTBYIOT
0 TOM, YTO Ha3HaveHHe MPOOUOTUKOB HAa OCHOBE
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dbusnosornueckux OakTepuil SIBISETCS BechbMa
acddexTBHOM Mepoii npoduaakTuku NEC u npy-
ruxX WHGEKITMOHHBIX 3a00IeBaHIil Y HEOHOIIEH-
HBIX HOBOPOK/IEHHbBIX.

[Tokazano TO3UTUBHOE BJIUSHUE OTIETHHBIX
MpOOMOTHKOB Ha JAWHAMUKY POCTa M Beca JIETEN.
Hampumep, B IBOWHOM CJEIOM HCCJIEIOBAHUM,
BBITIOJTHEHHOM ¢ ydactreM 105 miiazieHIleB B BO3-
pacre 0—2 mecsia, ObLIO IOKa3aHO, 4YTO JETH,
KOTOPBIM /IaBAJT MOJIOUHYIO CMECh, CO/IEPIKAIILYTO
npobuornyeckuii mramm Lactobacillus rhamnosus
GG ATCC 53103 B xonnentparuu 10" kieTok/T,
JIydilie pocjii U HaOWpaau BeC 10 CPaBHEHUIO
C JIETbMU, KOTOPBIX KOPMUJIM TOW K€ CMECHIO,
HO Oe3 mobasienust ipodroTrka [248]. B apyrom
ucceJoBaHiK ObLIO MMOKAa3aHO, YTO (hePMEHTUPO-
BaHHOE MOJIOKO, COJepsKaliee JaKTOOAIIMIIIbI
Buga L. acidophilus (10° xjaeTok/r), yiydirano
nmokasaresqu pocta u Beca jeteir [221]. ABTOpbI
OOBSICHSIOT TIOJTyYeHHbIE JaHHBIE YBEIUYEHUEM
KOHBEPCUU TUIIU U, KAaK Pe3yJbTaT, yIydlieHueM
YCBOSIEMOCTH TIUIIEBBIX UHIPEUEHTOB.

Pesynbrathl maanebo-KOHTPOTMPYEMbIX UCCTe-
JIOBAHWII TIOKA3aJIH, YTO Y JIOHOIIEHHBIX HOBOPOIK-
JIEHHBIX, TOJyYalonuX € TepPBOro JIHSI KU3HU
MPOOMOTHK, COMAEPsKAIINI JTaKTOOAIMIIBI BUAA
Lactobacillus plantarum, wabioganach KoJOHU3a-
IUST CTM3KWCTBIX MOJIOYHOKUCITBIMU OaKTePUsSIMHU,
KOTOpbIE TOJABJISJIN MPOJIU(DEPAINIO YCIOBHO-
MATOTEHHON TPaMOTPUIATENLHOU (DJIOPHI, TPeo-
Guaaorneit y aereit, mosydaromux miamebo [213].

[lokazana wxiamHu4eckass ah@PeKTUBHOCTb OT-
JEJBbHBIX TIPOOMOTUKOB B JIEYEHUH HEIePeHOCH-
MocTu Jaktoszsl [201], AAl [19,23,33,64,123],
aTonudeckux 3aboseBanuii [77,114,122,124,125,
126,211,240], poTaBUpPYyCHOTO TaCTPOIHTEPUTA
y meteit [195].

[To manHbIM MeTaanasm3a, poseerHoro G. Ber-
naola Aponte u coasr. (2013), TPOOHOTHKH MOTYT
6bITh A((HEKTUBHBIMU TP XPOHUYECKO (TIEPCUCTH-
pyfoltieii) uapee y ereit. Briodenne mpoOHOTHKOB
Ha OCHOBE (DUBMOJIOTMYECKIX OAKTEPHIT B CXEMY Jiede-
HIST CIOCOOCTBOBAJIO COKPAIIEHUIO KPATHOCTH CTYJIa
u JmTeIbHOCTH 3aboseBanust. HebmaronpusTHbIx
000YHBIX 3(PGHEKTOB UCIOMB3YEMbIX MPOOHOTUKOB
B MCCJIE/IOBAHUY HE BbISIBIIEHO [36].

B KokpaHOBCKOM cHCTeMaTHYeCKOM 0030pe
[123] mokazana 2¢hdeKTUBHOCT HEKOTOPBIX IPO-
6uoTHKOB B ipoduiakTrike passurust AA/l 'y rpyz-
HBIX JeTell. Ananus 16 mcciaemoBaHnii, B KOTOPBIX
yuacTBoBain 3432 pebeHKa, MO3BOJWI CleIaTh
BBIBOJI, YTO JI03bI TIPOOMOTHYECKUX OAKTEPUTT BbIIITe
5x10” KJIETOK B CYTKU OCTOBEPHO CHIZKAIOT PUCK
passutust AAJl y seteii rpyIHOTO BO3pacTa.
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[Ipodpunaktnuecknuii apdextT B OTHOUIEHUU
OCTPBIX KHUINEYHBIX 3a00JI€BaHWIT y MIIAJIEHIIER
B psijie NCCIIeI0BAHMI MTOKasam Ondumocomepka-
e pobuotuky [23,237]. ABTOPBI TOI4E€PKIBA-
10T IITAMMO- M JI0303aBUCUMBIN 9(dEKT NCIOIb-
3yeMBIX TIPENapaToB.

Vcnonb3oBanue TPeXIITaMMOBON TPOOUOTH-
YeCKOI CMeCH IoKas3aso MoBbIeHne a(hdeKTrB-
HOCTH JIeyeHUs JleTell paHHEro BO3PacTa, uTo
BBIPA)KAJIOCh B YMEHBIIEHUU OCTPOTHI JUapen
U TIPOJIOJKUTEHHOCTU TIPeOBIBAHNUS IETEN B CTa-
rmonape [605].

I[To mammpim L. Vitetta u coast. (2014),
MCIIOJIh30BaHNeE TPOONOTHKOB MPU 3200I€BAHUSIX
JKETYOUHO-KUATIIEYHOTO TPAKTA, B TeHE3e KOTOPBIX
UMeJIo 3HaueHue BOcIajieHue, B OOJBITHHCTBE
CITy9aeB OKa3bIBAJO TOJOXUTEIbHBIN 3hdeKT
[251]. TTo mamueim X.L. Liu m coast. (2013),
Ha3HauyeHue MPOOMOTUKOB JIETSIM PAHHETO U JI0-
IIKOJIBHOTO BO3pAaCTa CHUKAJIO BEPOSTHOCTD BO3-
HUKHOBEHUS y HUX auapen | 158].

B panzomMu3npoBaHHOM /IBOITHOM CJIETIOM TLjIa-
11e00-KOHTPOJUPYEMOM HUCCIEOBAHUN C YIaCTH-
eM 742 rocnuranusuposBanubix gereil 1. Hojsak
u coaBT. (2010) mokazamm cHU:XEHUE PUCKA BHY-
TPUOONTLHUYHBIX WH(DEKIMIA JKeTyI0THO-KHIITed-
HOTO TpaKTa W JbIXaTeJbHBIX IyTell B TpyIIe
JIeTel, TIOTyYaBIINX eKeHEBHO MPOOMOTUIECKII
mramMm Buza Lactobacillus rhamnosus B8 100 mu
KUCJIOMOJIOUHOTO 1ipoaykTa [104]. B apyrom pas-
JIOMU3UPOBAHHOM JIBOMHOM CJIETIOM TIIae00-KOoH-
TPOJMPYEMOM  UCCJEIOBAHWHU, TIPOBEJIECHHOM
S. Sazawal u coasr. (2010) ¢ yuactuem 624 pereit
1—4 net, B TpyIIIIe AeTEH, MOJYIABIINX C MOJIOKOM
B TedyeHue rojpa KyabTypy Bifidobacterium lactis,
MOKA3aHO CHIDKeHNe 3200J1eBAEMOCTU TU3EHTEPH-
eil U pecnupaTopHbIMU WH(MEKIUIMI HUKHUX
JbIXaTesqbHBIX TyTeit [225]. Tlo naHHbBIM cucTema-
trueckoro ob63opa J.A. Applegate u coasr. (2013),
BKJIIOYEHE TPOOMOTUKOB B TEPANUIO OCTPOI
aMapen y Jeteil MJaje TSATH JIET COKPAIaio
JUTATETBHOCTD INapen W KPaTHOCTDb CTYJa, HaYH-
Hast co BTOporo jHst 3aboseBanust [26]. 1o man-
ueiM N. Phavichitr u coast. (2013), ucrosn3osa-
HUe TPOoOMOTHKA HA OCHOBE IPeCTABUTENe
Bu0B Lactobacillus acidophilus w Bifidobacterium
bifidum B Tepanuu geTeil, TOCTUTATN3UPOBAHHBIX
B CTAIIMOHAP 0 TTOBOLY OCTPOI Inapen, CoKparia-
J10 cpoku ux rocrutamusanuu [202]. Meraananus
H. Szajewska u coast. (2013), B KoTOpOM OBLIO
IPOAHATU3UPOBAHO 15 paHIOMU3UPOBAHHBIX KJIH-
HUYECKUX UCIbITaHUU ¢ ydactuem 2963 nereit
C OCTPBIM TaCTPO3HTEPHUTOM, TTOKA3aJI, UYTO BKJIO-
YeHWe B Teparuio MPOOMOTHYECKOTO IMITaMMa
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Lactobacillus rhamnosus (LGG) cHuxano niu-
TeJbHOCTH tuapeu [238].

[TokaszaHo, 4TO OTAEIbHBIE TPOOUOTHKN Ha
OCHOBE JIAKTOOAIUILI CIIOCOOHBI YMEHBIIUTh PUCK
racTPOMHTECTHHAIBHON KOJOHM3AIMK TpudaMu
poma Candida v o3Hero cerncuca y HeJIOHOIIEH-
HBIX HOBOPOSKJIEHHBIX, HAXOSATIIXCS B OT/IETICHITH
UHTEHCUBHOU Tepanuu. JleTn, mpuHUMAIONINE
MPOOMOTHKH, XapaKTePU30BAIUCh TaKKe MEHb-
ITeil 9acTOTON HEBPOJIOTUYECKUX HAPYIIeHUH Ha
MEPBOM TOJIy JKU3HH 110 CPABHEHHUIO ¢ KOHTPOJIb-
HOIi Tpytmnon [215].

Bce Gosibiie mosiBiisieTcst JaHHBIX O OoJiee
BBICOKOI1 5(D(HeKTUBHOCTHU TOJTUBUAOBBIX TPOOUO-
TUKOB. KiMHWYeCKWe WCCIeOBAHUS TTOKA3aJIN,
YTO OHM OKasaJuch 6GoJiee ACHCTBEHHBIMH IPH
seyerun gereir ¢ AAJL [242].

CorylacHO COBpeMEHHBIM PEKOMEH/IAIINAM, BCe
GOJIbHBIE, TMOJIyYaloIue aHTUOMOTUKU, MOJIKHBI
MPOMTH KypC TPOOMOTHYECKOH MPODUIAKTHKH.
beccniopno, manHbBle pPEKOMEHIAIUU JIOJIKHBI
OCHOBBIBATbHCS HA PE3YJIbTATAX IKCIEPUMEHTAIb-
HOTO M KJIWHWUYECKOTO H3YYEHUS UyBCTBUTEID-
HOCTH TIPOOMOTHYECKUX MUKPOOPIaHU3MOB K Pas-
JUYHBIM ~ aHTHOAKTEpUaJbHBIM  IMperapaTam.
B HekoTOpBIX HCCHAEMOBAHUSAX IOKAa3aHO, YTO
npueM MpoOMOTHKA Ha OCHOBE MOJIOYHOKHCJIBIX
G6akTepuil CrocoGeH TPeOTBPATUTh CHUKEHIE
MOMY IS KAIIEYHBIX JTAKTOOAIMILI, CBSIBAaHHOE
¢ npuMeHenneMm anTuOuoTukon [33,103,140,204,
243,282]. B npyrux cOOOIEHUSAX MOAIEPKUBAECTCS,
YTO OJHOBPEMEHHbII TIPHEM aHTUOUOTUKOB C TIPO-
OMOTHKAMU BO3MOJKEH TOJIBKO C YYETOM pE3H-
CTEHTHOCTH TPOOMOTHYECKMX MHUKPOOPTaHU3MOB
K HCIIOJIb3YEeMbIM aHTHOAKTEePUAJIbHBIM ITperapa-
taM. B aTom ortHOmEHun Gosee a(hheKTUBHBIMU
SIBJISIFOTCS TTOJIMBHIOBBIE TIpoOroTrky [1,138,175].

Ha 6ase xadenpsr nerckux nHbeknnii Harwo-
HAJIBHOTO MEIUIIMHCKOTO YHWBEPCUTETA MMEHU
A.A. DBoromoJiblla TPOBEIEHO HUCCJIEN0BAHUE,
B KOTOPOM u3ydayin 3(h(HeKTUBHOCTD BKJIIOUEHUS
OTEYECTBEHHOTO MYJIbTUIIPOOUOTHKA <« Cumobu-
mep®»> B KOMILIEKCHOE JieueHue jieTeil ¢ nHpek-
IIMOHHON TaTOJIoTHEH (THOWHBINT MEHUHTUT, JIAKy-
HapHas aHTUHA, MHEBMOHUI). KOHTPOJBHON
rpynme geteit (n=36) HazHAYa W CTAHIAPTHYIO
Tepanuio OCHOBHOTO 3a00JieBaHUsI, B TOM YHCJIe
u aHTHbOaKTepHaJbHble cpeacTBa (MEHUIUILINH,
nedrpuakcon, medorakcum). OcCHOBHasI Tpylia
(n=34) MOMOTHUTENBHO TOJyYasa MYJIbTUTIPO-
o6uoruk «Cumbumep®s, KOTOPBIH OTJNYAETCS
PE3UCTEHTHOCThIO K HamboJsiee pacipoCTpaHeH-
HBIM aHTHOAKTEepHUaJIbHBIM cpeicTBaM. IIpemapar
HA3HAYAJICST HA BECh TEPHOJ aHTHOMOTHKOTEpa-
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nmun u B teyenuwe 10 gHeN TocTe ee OTMEHBI.
[Ipumenenre MyabTUpobuoTHKA «CUmbumep®s
MO3BOJIUIIO YMEHBIIUTH BBIPAKEHHOCTh OCHOBHBIX
MOGOYHBIX CHUMIITOMOB aHTHOMOTUKOTEpAIIUK
CO CTOPOHBI JKEJNY/IOUHO-KUIIEYHOTO TPaKTa
(muapest, 6oJib B JKMBOTE, METEOPU3M, PBOTA),
YTO TIO3BOJIMJIO aBTOPAM WCCJIEIOBAHUS C/IETATh
BBIBOJL O 11€JIECOOOPA3HOCTH €r0 BKJIIOYEHHST B KOM-
TUIEKCHYTO TePAIiio MH(EKIMOHHbIX 3a601eBammii [1].

Yacroii pobsieMoii y ieTeil epBbIX MeCsIIeB
JKU3HU SIBJISIIOTCS KUIIIeYHble KoJuku. B mopa-
BJISIIONIEM OOJIBITUHCTBE CIyYaeB KOJUKH BO3HM-
KaIOT BCJIEJICTBUE TIPUCIIOCOOJIEHUST JKETyI0THO-
KHIIIEYHOTO TpakTa peOeHKa K HOBBIM YCJIOBUSM
[266]. ITockosibKy TIpU YacCTBIX KOJIMKAX y JeTeil
BBISIBJISIIOTCST HAPYIIEHUS] B CTAHOBJIEHUN KUIITEY-
HOW MUKPOOHOTHI, Tpe/IJIaraeTcsl BBEIEHNE B pa-
I[MOH POOHOTHYECKX cMmeceii [231].

WccnenoBanre WUTATbSHCKUX YYEHBIX U3
TypuHcKOTO yHUBEpCHUTETA MOKA3bIBAET TO3MU-
TUBHOE BO3/IEUCTBUE OT/IEJIBHBIX TPOOMOTUYECKUX
JaKTOGAIMJII HAa COCTOSTHHE HOBOPOKICHHBIX
U fieTell TIepBBIX MECSIEB KU3HN TPU KUMIEYHBIX
koJsimkax. [Toxoxkue pe3yabTaThl Mokasaiu u Jpy-
rue uccaenosanust [98,113]. Tak, mpobuoTuku
Ha OCHOBE MOJIOUHOKHCJIBIX OaKTepuii, Hapsy
C yYMeHbIleHUeM WHTEHCUBHOCTH KHIEUHBIX
KOJIUK, YMEHbINAJW YacTOTy CPBITUBAHWN U
PBOTBI, HJIATONIPUSATHO BJIVSIIA HA EPUCTATBTUKY
KUIIEYHUKA HEJIOHOITEHHBIX HOBOPOIK/IEHHDIX.

F. Savino u coasr. (2007) 66110 yCTaHOBJIEHO,
YTO B KHUIIEYHOW MuKpodJiope jeTeid, cTpa-
JIATONUX KOJMKAMU, B TOPA3/0 MEHbIIEM KOJIHU-
YeCTBE COMEPKATCS MOJOUYHOKHUCIbIE OaKTEepHH
U Yalle BCTPEYaroTCsi aHadPOOHbIE TPaMHEraTHB-
Hble MPOKapHOThl. CeMUTHEBHBIN KYPC UCTIOJIB30-
BaHUsI JIAKTOOAIMIIISIPHOTO IIPOOMOTHKA B PAHI0-
MU3UPOBAHHOM CJIETIOM ITPOCIIEKTUBHOM MCCJIEI0-
BaHWU [OKa3aJ 3HAUUTENbHOE CHUKEHUE CUM-
[ITOMOB TIPOSIBJIEHUST KOJIMK Yy 95% MJiasieHIieB
110 CPaBHEHUIO C KOHTPOJbHON TIPYIIIOi neTeid,
r/le TOJBKO 7% OTBETUJIM Ha TEPAIUI0 CHMETUKO-
HoM (p<001) [224].

WccenenoBanust mokasajy, 4To rPy/IHOE BCKApM-
JMBaHKe W Ao0aBjieHne MPOOMOTHKOB HA OCHOBE
OuduaobakTepuil  MOXKET IOAAEPKATh OITH-
MaJIBHBIN COCTaB MUKPOOMOMa KUIIEYHUKA U YIIyd-
IITUTh OTBET HA BAaKIIMHbI B DPAHHEM JIETCKOM BO3Pa-
cre. YCTaHOBJIEHO, YTO AUCOMO3HAST MUKPOOUOTA
nyTeM MOJAU(DUKAIUA MeXaHU3MOB Pa3BUTHS
T-mMOIUTOB MOJKET HETPSIMBIM 0OPa30M M3Me-
HATH OTBeT Ha BBemeHue BakiuH. M.N. Huda
u coasT. (2014) nomgyepKUBAOT, YTO IIPOOUOTUKH
IpU  BaKIUHAIUU OCOOEHHO TMOJIE3HBI JIETSM
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PaHHETO BO3PACTa, KOTOPBIE MOJBEPKEHBI YACTHIM
UHGDEKITMOHHBIM  3a00JI€BAHMSIM, TOCITMTAIA3A-
UM W Ha3HAYEHWI0 aHTUOWOTHKOB, MOBPEK-
JaoImux MUKpoOrom peberka [109].

PesysibratamMu OT/IEIBHBIX UCCIEI0OBAHUN TIPO-
JEMOHCTPUPOBAHO, 4TO mpeobiaganue Oudu-
n00aKTepuii B coctaBe MUKPOOMOMA KUIIEUHHUKA
y JleTell paHHETO BO3PACTA MOXKET CTUMYJIMPOBATH
pa3BUTHeE BUJIOUKOBOHW >KeJie3bl M WMMYHOJIOTH-
YeCKUe OTBETHI KaK Ha IePOPaJIbHbIE, TAK 1 HA TTapeH-
TepaJibHble BaKIMHbBL. B TO jke BpeMs yMeHbIleHVe
KoJaecTBa GuUI00aKTEpHil 1 YBeIMIeHUe MOITy-
JIATIMH  yCJIOBHO-TIATOTEHHBIX MUKPOOPTaHU3MOB
crocoOCTBYET BO3HUKHOBEHHIO CHCTEMHOTO BOCIIA-
JIeHUsT, Pa3BUTHIO UMMYHOCYITPECCUY 1 MEHEE BbIpa-
’KEHHOMY OTBeTY Ha BBezieHue BakiuH [109,175].

OnHoit 13 BayKHENIINX MEAUIMHCKUX TPOOIeM
ocTaercsl TpeaynpeskIeHre pa3BUTUS Yy JeTel
ajiepruyeckux 3aboseBanuii. KimHnueckue uctbi-
TaHWs, Kacaiomumecs TPOPUIAKTIHKN aJJIEPIUA C
MOMOTI[HIO TPOOMOTUKOB, OKA3aJIHCh YCITEITHBIMU.

[Tpennomnaraercs, 4T0 TPENPACITONOKEHHOCTh
pebeHKa K aJiJiepruu OnpeessieTcst (Pr3roMornaHO-
crbio Mukpobuoma. A. Shreiner u coast. (2008)
MOKA3JI 3AMETHbIE PA3JINYUST B COCTABE KUITEYHOM
MUKPO(MIIOPBI 3/I0POBBIX U JIUIL C aJLJIEPTUel U BO3-
MOKHOCTB OOJIerdeHusl TIPOSBICHUI a/lIepruy Ipu
HCITOJTb30BaHIN HEKOTOPBIX ITPOOUOTHKOB [232].

Panom uccnenoBanmnii mokazana BO3MOKHOCTD
IPOMUIAKTHKI Pa3BUTH aTOIMNYECKUX 3a00JIe€Ba-
HUI y MJIJICHIIEB ITyTeM MpreMa MpoOMOTUKOB KakK
MaTepbIo B IIEPUOL GEPEMEHHOCTH, TAK U PeOEHKOM
mocJe ero poxaenus [67,122,135, 196,210].

[Tokazano, uyTo TpoTUBOANTEpPrUIecKasT 3dh-
(eKTUBHOCTD TPOOMOTUKOB 3HAYUTETHHO MOBbI-
HraeTcs y jieTeid, moJyqaioniux rpyHoe MOJIOKO,
0COOEHHO ec/ii TIPOOUOTUKK TIPUHUMAIN TaKKe
WX MaTepH B IEPUOJIBI OEPEMEHHOCTH U TPYTHOTO
xopmienus [67]. sKenckoe MOJOKO COmEP:KUT
Ba)KHbIE MMMYHOPETYJISATOpHbIE (haKTOPBI, Ha-
npumep TGF-B u IgA, koTopsie MOTYT 3a1umiarhb
MJTaJICHIIa OT Pa3BUTHS aJJIEPTUIECKUX 3a00J1e-
Banuii [212]. Dbuosiornueckue MexaHU3MBbI,
OTBETCTBEHHbBIE 324 TaKHWe CBOMCTBA TPYHAHOTO
MOJIOKA, M3YYEHBI elle HeJOCTATOYHO W TPeOYIoT
NAJIbHENITNX UCCIeI0OBAHUN.

B KOMOMHMPOBaHHBIX HCCJIEAOBAHUAX C TIpe-
HATAJIbHBIM U TOCTHATAJIbHBIM MPUMEHEHUEM
IPOOMOTHKOB HAOJIOAI0Ch 3HAYUTEIbHOE YMe-
HbIIEHHE OOIIEero MPOSIBICHUS 9K3€Mbl U/HJIN
IgE-acconuupoBannoii ak3eMbl B 6 u3 9 omy-
OJIMKOBAHHBIX PaHIOMU3UPOBAHHBIX KJIMHU-
YeCKHUX MCCJIeJOBAHUSX, BBITIOJTHEHHBIX C YUaCTH-
eM JieTeil B Bo3pacTe 10 IByX Jier [67,124,
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132,142,186,263]. B Tpex ucciienoBaHusX TaKUX
addexToB He Habmoxamoch [21,111,139].

B nposegenrom B 2012 1. Metaananuse ObLIO
OOHAPYKEHO 3HAYUTEJIHHOE YMEHbIIECHUE PHCKa
3ab0sieBaHMA 9K3eMOIl y gereil 2—7-jeTHero
BO3pacTa MpPU HCIOJIb30BAHUU JKEHIIMHAMHU BO
BpeMsi 6EPEMEHHOCTH TIPOOGUOTHYECKUX JIAKTOOA-
IUJIJI TI0 CPaBHEHMIO ¢ T1aebo U mpoOroTHKaMU
ApyToro cocrana [65].

B nByx Apyrux mccieoBaHUSIX ¢ MCIOJIb30Ba-
HUEM Pa3IMYHbIX TTPOOMOTUIECKUX CMeceil TToTy-
YeHO YMEHbIIeHWe CJIyJ9aeB HK3eMbl UYepe3 ToJl
[132] m yepe3 Tpu MecsIa cooTBeTcTBEHHO [ 186].

K. Wickens u coasr. (2008) ucciegosanu adext
JIBYX BUJIOB TIPOOMOTHUKOB IO OTHOTIEHHIO K TIAIe60
1 TI0Ka3aJu, 4to mramM L. vhamnosus HNOO1 3naun-
TEJIbHO CHWKAJ cydan ak3eMbl n [gE-accormmpo-
BaHHOM 9K3eMbl HA BTOPOM TOJLY, OJTHAKO OH HE BJIUSLI
Ha COCTOsTHUE ceHcrOmmm3armm [264].

ITo mamaeim S.I. Woo u coast. (2010),
12-wepenvupiii ipuem L. Sakei KCTC 10755BP
MaJIEHbKUMHU JIETHMU TAKKe TTPUBOJIUI K TIOHVIKE-
nuio SCORAD (scoring of atopic dermatitis —
IITKaJIa ATOMUYECKOTO IEPMATUTA) U YMEHBIIIEHUIO
aKTUBHOCTH 3a00JIeBaHUsI B TPU pasa 10 CpaBHE-
HUIO C IEThMM, KOTOPBIM JaBaJiu 1amne6o [265].

AHanu3 pe3yJsbTaTOB M3BECTHBIX MCCJIEN0BA-
HU TOJITBEPIK/IAET 3HAYNTETbHbBIE PA3JIUIUST TTPO-
OMOTUKOB OTHOCUTETHBHO WX OHOJOTHYECKON
akTuBHOCTU. ClleloBaTEIbHO, TIPU TLIAHUPOBAHUT
KJINHUYECKUX HCTBITAaHWI HEOOXOAUM TIATE Th-
HBIIi aHAJTM3 HEe TOJIBKO BUIOBOTO, HO U IIITAMMOBO-
o cocTaBa MPOOGUOTUKOB.

Heo6x0amMo 0TMETHTB, 4TO, HECMOTPST Ha TI0JI0-
JKUTEJIbHBI 2((hERT psiia TPOOUOTHKOB, HEKOTO-
pble uccmeoBares i HabJIofaId TakKe yBeJnde-
HUE CJIy4aeB acTMa-MOA0OHBIX CHMIITOMOB Y€pe3
nmBaToja [139] u uepes cemb JieT mocJie 3aBepIieHns
npuemMa mpooroTukos [126]. ITo ykasbiBaeT Ha TO,
41O OBLIIO OBI OYE€Hb BaKHO HAOJIIOATh 3a HCIIBITYe-
MBIMU TPYIIIAMHU Ha TPOTSIKEHUN HECKOJIBKUX JIEeT
C TIeJIBIO BBISICHEHUS JUTUTENbHOCTU BIUSTHUAS TIPO-
OUOTHKOB Ha COCTOSTHUE 37I0POBbsI JIETEN.

[Tpu npuMeHeHUH TIPOOUOTUYECKOrO IITaMMa
L. paracasei F19 6bu1o 1OIyd4eHO yMeEHbBIEHUE
o6mMX caydaeB sK3eMbl ocsie 13 mecsies [260].
B mesnom atu ucciieoBaHus MO3BOJISTIOT YTBEP-
JKJIaTh, UTO OJTHO TOJIBKO TTOCTHATAIBHOE TIPUMEHe-
HUe TPOOUOTUKOB MOKET ObITh HEIOCTATOYHBIM
JIST TIOHVKEHUST 9aCTOThl KIMHUYECKUX CHUMIITO-
MOB aJUIEPTUYeCKUX 3a00JI€BAaHWIT U CBUETEb-
CTBYIOT, YTO PAaHHUH 1TePUO/] JKU3HU, KOTIA MOKHO
OKa3bIBaTh BIMSHUE HA MUKPOOMOM U MMMYHHYIO
byHKIIMIO, HaYMHAETCS elle [0 pOKIAeHUs.
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N3-3a paznmumnii B TIOCTPOEHUM WCCAETOBAHUHI
BeCbMa TPYJHO TIOJYYUTb 3HAYMMBIE BBIBOJIBI.
O4eBHHO, YTO OJHOTO TOJBKO TPEHATATHLHOTO
MPUMEHEHUsT TIPOOMOTHKA HEIOCTaTOYHO — €Tro
HEOOXO/IMMO HCIIOJIb30BATh TaKKe U B IMOCTHA-
TaJIBHBIIN TTEPUOI.

F. Campeotto u coart. (2011) nokazanu adpdex-
TUBHOCTb (DEPMEHTUPOBAHHOI MPOOGUOTUYECKON
dhopmybr Ha ocHOBe KyJIbTYp Bifidobacterium bre-
vis n Streptococcus salivarius subsp. thermophilus
y HezoHoIIeHHbIX jereil. [locite nByXHENETbHOTO
KOPMJICHUSI TIPOOMOTHKOM MJIQJICHIIEB C TecTa-
IIMOHHBIM Bo3pacTtoM 30—35 Heles b aBTOPbI OTMe-
TUJIA YMEHbIIIEHUE TPOBOCTIATUTEIBHBIX MAPKEPOB,
CBSI3aHHBIX C HEKOTOPBIMU OCOOEHHOCTSIMU JKEJTy-
JIOYHO-KUIIIEYHON ToJIepaHTHOCTHU [46].

ITo manubiM P. Van Baarlen u coast. (2009),
mpOOMOTHK Ha OCHOBE JiaKToOaIu1 Buga Lacto-
bacillus plantarum wHIYLIUPYET TOJEPAHTHOCTD
K IIUIIEBBIM aJIJIepreHaM 3a cYeT MHUIUAIIUHT 1Ty TH
AhR-curnanusaiuu B mpeesax CJAU3UCTOR 060-
JIouKH [246].

[TostBsteTcst Bce GoJibiie OOHAIEKMBATOTIIIIX
Pe3yJIbTaTOB MCCJIE0BAHUIA, MONTBEPKIAIONINX
1eJ1eCO0OPAa3HOCTD MCIIOJIb30BaHUSA TTPOOMOTHKOB
71T TPOMGUIAKTUKU Y [leTell PecrupaToOpHbIX
3abosieBanmii. [[BoiiHOE cienoe mianebo-KOHTPO-
JIUPYyEMOE PaHIOMU3UPOBAHHOE HCCJIEOBAHME
nposBoauioch ¢ 1 gexkadbpst 2000 r. o 30 ceHTSAOpst
2002 r. B 14 mentpax 1m0 yxomy 3a peOeHKOM
B obsmactu Beap-Illesa (M3pawunb). B uccnenosa-
HUsT OBLIN BKJIOYEHDLI 370POBbIE JOHOIIEHHDIE
nmetn Bo3pactoM oT 4 mo 10 mecsnes. Ilpomost-
JKUTEJTHHOCTD HAOJTIOIEHUS LIS KasK/IOTO yYaCTHIKA
cocrasuia 12 uezesnn. Vcnosb3oBanue mpo6uoTH-
KOB Ha OCHOBe JakToOanuun u 6udumgobakrepuii
MOKa3aJ0 3HAYUTETbHOE CHUKEHUE YaCTOTHI
3a60JIEBAEMOCTH JIeTell PeCIUpaTOPHON MATOJIO-
rueii, cokpaiienme mpoIoKUTETbHOCTH OOIe3HN
U TO3BOJIMJIO YMEHBIIUTDH 03y TPUMEHSEMOTO
B Teparu anTubnoruka [259].

Momyasiuss MUKPOOGUOTBI Tpejaraiach B
KavyecTBe MPEBEHTUBHOTO CPEICTBA MPOTHB OOBIY-
HBIX IMPOCTYAHBIX W TPHUIIIO3HBIX CUMIITOMOB Y
nereit [155,274]. B naBoitHoM cierniom Tutare6o-
KOHTPOJUPYEMOM HccyeoBanun 326 eteil B BO3-
pacre oT 3 710 5 JIeT paHIOMU3UPOBAHHO MOy YaJIH
JIBK/IbI B JIeHb HA MPOTSIKEHUH TIECTH MECSIIEB
npobuornyeckuii mramm Lactobacillus acidophilus
(n=110), wim cmech mrammoB L. acidophilus n
B. animalis lactis Bi-07 (n=112), wim 1aie6o
(n=104). K koniy ucciaenoBanusi 66110 0OHAPY-
’KEHO, 4YTO 10 CPaBHEHWIO C TPYyMIol mrarebo
y AeTel, MoJyIaBIIUnX OJHOIITAMMOBBIN MJIN KOM-
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OUHUPOBAHHBINA TPOOUOTUK, HAOIIOAATOCH 3HAYM-
TeJbHOE CHUJKEHUE YaCTOThl W JIJIUTEJIbHOCTHU
COCTOSTHUH € TIOBBITIIEHHON TeMTIepaTypoii, Kalis
u punopeu [155].

B panaoMusupoBaHHOM KOHTPOJUDPYEMOM
WCIIBITAHUY TIOKA3aHO YJIy4llleHne MyKO3aJThHOTO
UMMYHUTETA U CHUXKEHUE YaCTOThI U TSKECTU
KHMIIEYHBIX M PeCnupaTOpPHBIX 3ab0JeBaHUN Y
nieTel, MPUHUMAIOIINX HOTYPT, COePIKAIIIH TTPO-
6uornueckuii mramMmm L. rhamnosus CRL1505.
Yacrora nHGEKIMOHHBIX 3a00J1eBaHUT YMEHbIITH-
nach ¢ 66% B 1uranebo-rpymnme 10 34% B rpyiie,
KOTOpasi ToJy4ajsa HOrypr ¢ TPOOUOTUKOM.
[Tpr sTOM HaBGIIOJATOCH TaKKe 3HAYMTEIbHOE
yMeHbIIIeHHEe ToKa3aTe el TsukecTr 3a00JIeBaHui,
TaKMUX KaK JINXOPajika u HeOOXOAMMOCTD ITPUMeEHe-
HUST aHTUOWOTHKOB, Y JA€TeH, MOJyYaBIINX IMPO-
6uornyeckuii worypt [250].

Eme oxHo panIoMU3MpPOBAHHOE KJIMHUYECKOE
nuccaenosanre ¢ yyactneM 110 370poBBIX fAereit
B BO3pacTe OT OJIHOTO MecsT1a /10 YeThIPEX JIET, TIOKa-
3a710 mpodumaKTIIecKy0 3(h(PEKTUBHOCTD MYJIbT-
unpobuorrka «CumMouTEpP>» OTHOCUTEIHLHO 3a001€-
BaeMOCTH JleTeil Ce30HHBIMU PeCIUPATOPHBIMU
3a00JIeBaHUSIMI. Y CTAHOBJICHO, YTO TPEXMECSUHbIN
Kypc IpueMa MYJbTUIIPOOMOTUKA YMEHbBIIAET
Tskects OPBU y ieteit u iy te IbHOCTh OCHOBHBIX
CUMIITOMOB OOJIC3HH, CHIKAET BEPOSITHOCTD Pa3BH-
tng ocoxkuennii OPBU u HeoOX0aMMOCTh Ha3HA-
YeHUsT aHTHOAKTEPUATILHBIX TIPETapartos [2].

[To manubim A.M. Deasy u coast. (2015),
puMeHeHre TPOOUOTHKOB Ha OCHOBE Helccepuil
Buja Neisseria lactamica B hopMe Katie/ib 111 HOCA
YMEHbIITaeT KOJOHU3AINIO0 BO30YANTEIEM MEHIH-
ruta Neisseria meningitidis. YdeHble mpe/oara-
10T, 4TO yCTaHOBJIeHHbIe 3(MEKTHI PEATUIYIOTCS
3a cUeT MeXaHU3MOB KOHKYPUPYIOITUX B3aUMOOT-
HOIIIEHUI MHUKPOOPTaHU3MOB JIMOO BPOKIECHHBIX
HMMYHHBIX OTBETOB, KOTOpPbIe CpabaThIBAOT MPU
HAJIMYUU HeOOXOUMBIX CUMOMOHTOB [60].

JledeHue ¢ M3MEHEHWEM cOCTaBa MUKPOOMOMA,
BKJIIOYas (peKaTbHyI0 TPAHCTIIAHTAIIAIO W UCTIOJb-
30BaHMe MPOOMOTHKOB, IABAJIO YJIydIlleHIe HEKO-
TOPBIX CUMIITOMOB Yy fleTeil ¢ aytusmom [128,219].

YuuteiBasgs MHOTOYWCJIEHHBIE PE3YIbTATHI HC-
CJIeIOBAHWH, MEPCIEKTUBLI MCIIOJb30BAHUS TIPO-
OMOTUKOB i1 TPO(MUIAKTUKNA M YCTPAHEHUS
AMCOMOTUYECKUX HapYILIEHUH y JeTell B HaCTOs-
Iee BpeMsl BBI3BIBAIOT BO3PACTAIONIUI WHTEPEC.
Bmecte ¢ TemM Bompoc o TPOGUIAKTHIECKOM
HCIOJb30BaHUN MPOOMOTUKOB B HEOHATOJIOIMH
Bce etie OypHO TUCKYTUPYETCSI.

B uwacTtHOCTH, CyllecTByeT MHEHUE, YTO Ha3HAa-
YyeHue IPOOUOTUYECKIX MTPENAPaTOB IMPAKTUYECKH
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3/I0POBBIM HOBOPOK/IEHHBIM SBJISIETCST HEIEIECO-
00pasHbIM, MMOCKOJBKY MOKET IIPENsSTCTBOBAThH
NPUIKUBJIEHUIO (DUBUOJTOTUYECKUX  TTAMMOB
matepu. OgHAKO HEOOXOAUMO YYHUTHIBATH, YTO
cpasy sKe Tocje POKIAeHUs PeOEHOK IMOoTafaeT
B MUD, IJIOTHO 3aCeJIEHHBIN YCJIOBHO-TIATOT€HHbI-
MU MUKPOOPraHU3MaMU, CPEIAX KOTOPBIX 0COOYIO
OTIACHOCTD JIJII €T0 3/I0POBbsI MPEJCTABJISIOT
TOCTTUTAJIbHBIE TITaMMBL. ECTH y B3poCJIOTO 4erio-
BeKa OOJIbIasi 9acTh HK30TEHHONW MUKPO(IOPHI
norub6aer 3a CyeT AKTHMBHOCTH MeXaHU3MOB
crienubmIeckoil M HecnenupUIecKol 3alluThI,
OpPraHu3M HOBOPOJKIEHHOTO MeHee 3alluIleH
OT BHEIITHEI MUKPOOHOJIOTIYecKoii ataku. [ToaTomy
3HAYUTEJIbHAST YaCTh ITOMA/IAIONINX B €r0 OPraHu3M
MUKPOOHBIX KJIETOK MMEET INAHC BbIKUTh M Hapy-
MIUTh MEXaHU3MbI (POPMUPOBAHUSA MUKPOOHOMA.

OcHoBHast 3aluTa OpraHu3mMa HOBOPOKIEHHO-
r0O — 9TO KOHTAKT C TEJOM 3/I0POBOIl MaTepu
U eCTeCTBeHHOE BCKapMJnBanue. B coBpeMeHHbIX
YCJIOBUSAX JaHHBI TIPEBEHTUBHBIH MeEXaHU3M
B GOJIBIIUHCTBE CJIy4aeB He SBJSETCS OCTaTOYHO
addextuBabiM. OO 5TOM CBHUIETENbCTBYET,
B YaCTHOCTH, TOT (DaKT, YTO ecjii paHee pasa TpaH-
3UTOPHOTO ANCcOMO03a Y 3/I0POBBIX HOBOPOKICHHBIX
ImIach 6—8 CYTOK, TO B HACTOSIIEE BPEMS 9TOT
IpoIiecce MPoI0JIKAETCSl HEe MEHEe MeCsIa, a UHOT-
na pocturaet 2—3 et [4].

B neonarayiibHOM BO3pacTe, XapaKTepU3YIOIIeM-
Cs MaKCHMaJbHBIM HaIpsKEHWEM BCEX alalTUB-
HBIX PEAKITUI OPraHn3Ma, YPe3BblYaiiHoe 3HAYeHne
UMEIOT CIIEKTP KOHTAaKTUPYIOIIEH C HUM MHKPO-
(aopbI U cTenEeHb ee arpecCUBHBIX CBOMCTB. JleTko
YSI3BUMBII OPTaHU3M HOBOPOSKJIEHHOTO TIO/[BEPKEH
BBICOKOMY PHCKY KOJIOHU3AITUU TOCITUTAIbHBIMU
HITAMMAMHK TTOTEHITUATBHBIX TTATOTEHOB W BHEJpe-
HUIO WX B COCTaB MPUAIMTUTETNATBHBIX OUOTLIEHOK.
OG6pasyioluecs pu 9TOM <«IeDEKTHbIe» OUOILIEH-
KU OTJINYAIOTCS BBICOKOH YCTOMYHUBOCTBIO, CIIOCO0-
CTBYIOT Pa3BUTHIO U XPOHU3AIMH MTATOJOTUIECKIX
IIPOIIECCOB HE TOJIBKO B MTUIIEBAPUTEILHOM TPAKTE,
HO ¥ B IPYTUX OpraHax u cucremax [7,8,13].

TpanuiimonHoe MCIOJb30BaHUE IPU HeOHa-
TaJIbHBIX HH(PEKIUAX aHTHOAKTEPUATbHBIX IIPera-
patoB eiiie 6OJIBIIE YCIOKHSIET Mpotiecc GopMUpo-
BaHUsI ITIOJTHOIEHHOTO MHMKPOOMOMA, IOCKOJIbKY
MOBBITIAET CEJIEKTUBHBIE TPENMYIIIECTBA YCIOBHO-
TTaTOTeHHON (GJIOPHI 32 cUET Mpoandepartn aHTH-
OMOTHKOPE3NCTEHTHBIX OaKTepUaIbHBIX KJIOHOB.
Kpome ToTO, BO3HUKAeT OMacHOCTH Pa3BUTHUSI
KaHANJIOMUKO30B, TICEBIOMEMOPAHO3HOTO SHTEPO-
KOJIUTA U JIPYTUX OCTOKHEHUI,

[Toatomy TpOOKOTHYECKAsT ONTUMU3AIUS TTPO-
1ecca (hoOpMUPOBAHUS MUKPOOMOMA y HOBOPOIK-
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NMEHHBIX, B TOM YHCJ€ HEJOHOIIEHHBIX IeTeH,
SABJIIETCST OAHUM U3 3(POEKTUBHBIX MOAXOTOB
K MX 6JIaromoIydHON TOCTHATATBHON afanTaliii.

Cy1iecTByioliue Ji0 HACTOSIIEro BpPeMeHU
PA3HOTJIACHUST OTHOCUTENHHO 3((DEKTUBHOCTH TIPO-
OUOTHUKOB Y HOBOPO/KICHHBIX B PA3IMIHBIX KJIH-
HUYECKUX CUTYyallusiX B 3HAYUTEJIbHOU CTEIeHU
00y CJIOBJICHBI HCIIOJIb30BAaHIEM B UCCJIEIOBAHMUIX
npernapaToB pa3Horo cocraBa. Hecmorps Ha cio-
JKUBIIIeecs: o0Iee MHEHHE O I[eJIecO00PasHOCTH
HCIOJIb30BAHMS TIPOOHOTHKOB, KJIMHUYECKUN
adekT psijia penapaToB He /OKa3aH, a MEXaHU-
YEeCKU MEPEHOCUTCS C IPYTUX MTPEIapaToOB CXO[HOTO
BHJIOBOTO COCTaBa. JTO HEIOIYCTUMO, MTOCKOJBKY
Cpei OrPOMHOTO MHOT00OPa3usi MITaAMMOB BHY-
TPU KaKJIOTO BU/IA MUKPOOPraHU3MOB JIUIIH He-
MHOT'He U3 HUX 00JIalaloT BBICOKOI MPoOrOTHYE-
cKolt 3(pheKTUBHOCTBIO.

Takum obpasoM, JiedebGHOE U TIPODUIAKTIYE-
CKOe WUCTI0JIb30BaHe B HEOHATOJIOTUU U TIe/IUaT-
puK IPOOMOTUKOB Ha OCHOBE (DPUBMOJOIMYECKUX
GaKkTepuil SBJSIETCS OJHUM W3 TIEPCIEKTHBHBIX
METO/IOB O3/[0POBJIEHUST JIETCKOM TOMYJISIIIUN
HacesieHus. be3omacHoCTb, MIPOCTOTA U aTpaBMa-
TUYHOCTH TIPUMEHEHHsI TPUBJIEKAEeT Bce GoJIbInee
YKCJIO CIIEIUATNCTOB K METOaM IIPOOMOTHYECKOI
Tepanuu 1 npodusakTuku. Bmecte ¢ Tem mupo-
KOe BHEJPEHHE «IEeTCKUX» POOUOTHKOB B ITPaK-
TUKY TpeOyeT AajbHEHINX WMCCAeOBAHUN MO
OTITUMM3AIUN UX TPUMEHEHMS.

[ToMuMO TPOOGHOTUKOB, MJIST O3X0POBJIECHUS
MUKPOOMOMa JIeTeil MOTYT HCIIOJIb30BAThCS IIpe-
OUOTHKH, (hepMEHTHPOBAHHbBIE MOJIOYHBIE TIPOLYK-
TBI I HEKOTOPbIE SHTEPOCOPOEHTBI.

[TpebMOTHKM — 9TO KOMIIOHEHTBI TIHIIH, TIPEH-
MYIIECTBEHHO OJIUTOCAXapUIbl, KOTOPbIE, W3-3a
CBOEN CTPYKTYPHOUM OpraHu3aliuu, He IepeBapu-
BAIOTCSI B TOHKOM KUIIIEYHUKE U (PePMEHTUPYIOTCS
B TOJICTOH KHIIKE aHAadPOOHBIMU CaxXapOJIUTHUE-
CKUMK GaKTEPUSAMHE, CIIOCOOCTBYSI MOBBIIIEHNIO UX
MOMYJISIUN B cocTaBe MUKpoOroma. OueBUIHO,
YTO OCHOBHAS POJTh B PEATU3AITNH TTOJOKUTETBHBIX
addexros mpedbuornkos mputamieskut KIDKK.

BbisbIBaeT nHTEPEC BOIPOC 1E1€CO06PaZHOCTI
HCTIOTb30BaHUsI TPEOUOTUKOB B COCTAaBE JIETCKUX
cmeceit. [lo mamnmeiv S. Fanaro u coast. (2005),
KoMOuHanus rajgakroosurocaxapuaos (GOS)
un dpykroonaurocaxapuznos (FOS), B coorHotIE-
HUH, GJU3KOM K MX COCTaBY B JKEHCKOM TPYIHOM
MOJIOKE, MOJKET CTHMYJHPOBATh PocT Oupumo-
GaKTepHil U BIUSATH Ha pacipe/eieHue OTAeIbHBIX
BUJIOB CPeU KUMIEYHOU MUKPOGJIOPHI, a TaKKe
usMenaTs pH dexanuit m ypoBHu mpoaynnposa-
Hus KIDKK, npubanskass uX KOHIEHTpaIuu
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K TAKOBBIM B KUIITEUHUKE MJIA/IEHTIA, HAXO/ISIIIEro-
CsI HA TPY/ITHOM BCKapMJIMBaHuH [73].

M. Haarman u J. Knol (2005), ucriosib3yst ana-
JIOTHYHYIO TPeOHOTHYECKYI0 CMeCh y [eTeil
C aJuIepruei, moKasajiu ee criocOOHOCTb MHIYIIM-
poBaTh GUMUAHBINA BUIOBOI COCTaB MUKPOOHOMA,
CBOVCTBEHHBIN 3I0POBBIM IE€TAM, BCKapMJIABae-
MBIM I'PYIHBIM MOJIOKOM [97].

YcTaHOBIIEHO TaKsKe, 4TO TIPEONOTHKH, HAPSILY
C IPyTUMHU CPEICTBAME 03/[0POBJIEHUST MUKPOOUO-
Ma, UIPaloT MOJOKUTENIbHYIO pPoJib B pabore
UMMYHHOI CUCTEMbI HOBOPOKJIEHHOTO 1 3alIHIIa-
10T OPTaHU3M OT MATOTeHOB [42,222].

3HAYNTETHHBIN WHTEPEC BBI3bIBAET UCIIOJIb30-
BaHWE C I€JbI0 O3[0POBJIEHUST MHUKpPOOHOMa
KOMILJIEKCOB TIPOOUOTUKOB C TPeOUOTHKAMEU —
cunbuomuxos. MHOTHE CHENHATUCTBI MOJIATaoT,
9TO TPEOUOTHKY, CHHEPTHUYECKU B3aMMO/IEHCTBY ST
¢ TMPOOMOTHKAMM, OKA3bIBAIOT IIOJOKUTENbHOE
BO3/IEIICTBIE HA COCTOSTHIE MUKPOOMOMa 1 37I0PO-
Bb€ KUINEYHOTO TPAKTA.

B nccnepoBannu K.G. Wu n coasr. (2012) neue-
HUe JeTel, CTPAIAIoNINX 9K3eMOH (0T yMepPeHHOI
0 TSDKEJIOi), KOMOMHAIIMEN JIaKTOOAIMILISIPHOTO
mramMa Buzia L. salivarius 1 FOS Ha npoTsKeHnn
BOCHMU HEJIEJb TIPUBO/IAJIO K 3HAUYMTEIbHOMY YMEHb-
MIEHWIO TSDKECTU 3a00JIEBAHMSI 110 CPABHEHUIO
¢ AeThbMH, TonydaBmmMu Toabko FOS, omnako
B 3TOM HCCJIEIOBAHUN He ObLIO TIaebo-TPyIIbl,
HeoOXO0IMMOIi 1115t 6a3ucHOTO cpaBHeHust [ 267 ].

[Top3a st leTckoro muTaHust (hepMeHTUpO-
BAHHBIX MOJIOUYHBIX TMPOJYKTOB JIOKa3aHa MHOTO-
YUCJEHHBIMU WCCJe0BaHUsIMU. B yactHOCTH,
MOKa3aHo, YTO PEryJsipHOe MoTpebIeHne B MUY
POOUOTUYECKUX MTPOAYKTOB IPUBOAUT K OBICTPO-
MY BOCCTaHOBJICHUTO (DU3HOJOTHYECKOTO MUKPOO-
Horo Gajnarca B OMOTONAX TMHIEBAPUTETBHOTO
TPaKTa, CIIOCOOCTBYET JIEYEHUIO MPH SI3BEHHBIX
60JIe3HSIX, KOJUTAX, OCTPBIX KHINEYHBIX HHMEK-
IUSX, YIYYIIaeT COCTOSTHIE OOJBHBIX ¢ META0OJIH-
YECKUMU HaPYNICHUSIMU.

K rpyrire cpencTs 0310poBIeHIsT MUKPOOMOMa
CJIelyeT OTHECTH HEKOTOPbIE BU/IBI SHTEPOCOPOEH-
TOB. MeXaHu3M UX AeicTBUs B GOJBIION CTENeHN
00yCJIOBJIEH caHaIneil MpocBeTa KUIMKA U YJIyd-
IIEHWEM 32 CYET ITOTO YCJOBUM IS JKU3HEIes-
TEJLHOCTH (DPU3MOJIOTHYECKOIT MUKPOOHOTHI.

IHTEPOCOPONUS  SIBJISETCST HEMHBAa3WBHBIM
MetoioM 3hdepeHTHOil Teparuu 1 Tpu BhIOOPE
aJIeKBaTHOTO copOeHTa MOJKET CII0COOCTBOBATH
a(hhekTUBHOMY OUHUIIIEHNTO OPTAaHU3MA OT aJIJIepTe-
HOB, MEJIMATOPOB, IPOIYKTOB aJUIEPIUUECKON WJIN
BOCITAJIUTEJILHON PEAKIINU, MeTabOJUTOB, TOKCH-
HOB, aKTUBHBIX MTEPEKMCHBIX COETMHEHN, BUPYCOB
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u apyrux coeautenuii. O3mpopoBieHre OMOTOMOB
ONITUMUBUPYET YCA0BUS Uit (DYHKIIMOHUPOBAHUS
(dbusnosornueckoro mukpodbmoma [6,9,19].

B Hacrosiiee Bpemsi CyIlIecTBYeT OTPOMHBIN
ACCOPTUMEHT IHTEPOCOPOEHTOB PA3JINYHON MPHPO-
ITbI, OTHAKO He BCe OHU SBIIOTC d(M(MEKTUBHBIMHI
[PY HAPYIIEHUSIX MUKPOOUOMA, OCOOEHHO Y JIeTEIA.

[lepcrieKTMBHBIMM IJIT MICIIOJIb30BAHUS B TIe-
JNATPUN SIBJITIOTCSI SHTEPOCOPOEHTHI HA OCHOBE
TJIMHUCTBIX MWHEPAJIOB, HAlPUMeEpP CMEKTUTOB,
KOTOPbIE OTIMYAIOTCS MEJTKUMH YaCTUIIAMU U CTI0-
coOHOCTBIO (DOPMHUPOBATH Tesin, ObOJagaloIne
IIUTOMYKOIIPOTEKTOPHBIMU CBOMCTBaMU. CMEKTH-
TBI 00JIAIAI0T BHICOKUMU JICOPOIIMOHHBIMI, BJIa-
TOYIEPKUBAIOIIUMU U HOHOOOMEHHBIMU CBOW-
ctBamu [6,9]. OrpomMHbBIli UHTEpeC BBI3BIBACT
UX CIOCOOHOCTD K COPOIMM KUIIEYHBIX BUPYCOB,
4TO OOBSICHSIET BHICOKYTO 9 (HEKTUBHOCTD IIPH IHTE-
poBupycHbix uHbekusax [9,239]. YcranosieHo,
YTO CMEKTUT TojaBisieT uHbeKInonnocts 90%
WHOKYJISITA POTaBUpPYyca TPU MUHUMAJTBHON KOH-
LEHTPAINN Yepe3 MUHYTY TocJie UX KOHTakTa [239].

[IpoBenennbIil aBTOpaMu ITUKJ (hyHIAMEHTAIb-
HBIX WCCJIEJOBAHUIN TPUBET K CO3/IaHUI0 HOBOTO
nokoJeHnst 3G GhEKTUBHBIX 9HTEPOCOPOEHTOB Ce-
pun  «Cumbuoresb®», KOTOpbIE YAUBHUTEIHLHO
pe3yJIbTaTUBHO BIIMCAIUCH B KOMILIEKCHYIO CXEMY
037I0POBJIEHUsST MUKpoOUoMa y fieteid. [1pu ncmosrs-
30BaHMU HHTEPOCOPOEHTOB ITOI CEPUU MPOUCXO-
T ah@EeKTUBHAS CaHAIUS MUIIEBAPUTETHHOTO

REFERENCES/JIUTEPATYPA

TpaKTa, yIydIieHne CTPYKTYPbI 3alTUTHOTO CIU3M-
CTOTO CJIOSI KUINEYHON CTEHKH, OTNTUMU3AIUS
YCIOBUIT [JIsT aKTUBHON JKU3HEAESITETbHOCTH
(dbusronornyeckux OGakTepuil.

3akjoyeHue

MHorouucJIeHHbIE UCCIICOBAHUS, MTPOBEIECH-
HbIE B TIOCJIEIHUE [[BA JIECSTUIIETHUST, HE OCTABJISIOT
COMHEHUH B TOM, YTO MUKPOOMOM BHOCHT BEChMa
BECOMBII BKJIa/ B POPMUPOBAHUE U MOJIEPKAHIE
310poBbsi pebenka. OH y4acTByeT B JKU3HEHHO
BayKHBIX (DUBUOJIOTHYECKUX TIPOIieccax, Gepynx
CBOE HA4aJi0 OT MOMEHTA 3a4YaTusi, U HAIPABJISET
pasBuTHe JeTCKOro opranudma. OrpoMHBINA
OGUOJIOTHYECKUT TIOTEHITMAT MUKPOOUOMa ¥ €T0
YHUKAJIbHAsE POJb B (DOPMUPOBAHUM U TOJJEP-
JKaHUU 3[0POBbsI peOeHKa CBUIETETHCTBYET O
HeO6XOI[I/IMOCTI/I ycunijneHnAa BHUMaHUA YY€HBIX
U TIPAKTUKYIOIUX Bpadeil K BOMPOCY ONTUMU3a-
MM TIPOIECCa CTAHOBJIEHUST MUKPOOHON CHCTEMBI
B Ilepyu- M IMOCTHATaJbHOM II€EpUOJaxX N COXpa-
HEHUS €T0 B 3/[0POBOM COCTOSTHUY B JJAJIbHENTIIEM.
[TockosibKy aHOMAINU B CTPYKType MHUKpoOMOMa
ACCOIMUPYIOT € TIMPOKUM CIIEKTPOM 3ab0JieBa-
HUI, OMITUMU3AIUS €0 (GOPMUPOBAHUS U 03/10PO-
BJIEHVSI B PAHHEM BO3PACTe SIBJISIETCS YPE3BbIUaii-
HO BaKHBIM (DAaKTOPOM B YJIYUIIEHUU 3I0POBbSI
JIeTell 1 B3POCJIBIX.

Asmopol 3assnsiiom 06 omcymcemeuy KoH@IUK-
ma unmepecos.
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ApTpuUTK Y OUTAYOMY BiLli PO3BMUBAIOTHCA HE NIULLE NMPU PEBMATUYHUX 3aXBOPHOBAHHAX. barato comatnyHux XBopo6 MOXyTb Ae6HTYBaTW NOSBOK apTpuTy
4n apTpanrii K HecneunivHOro NPOABY 3aXBOPIOBAHHA. APTPUT MOXE BYTN TakOX NPOSBOM PifKICHOr0 reHeTUYHOr0 3aXBOPKOBAHHSA. CKNagHiCTb y AiarHo-
CTWLI LMX XBOPO6 Monsirae y ToMy, L0 ANTHA HE MOXXEe CaMOCTIliHO BUCMOBMOBATI CKapri. TOMy KNiHIYHWIA OrNsf € BKPai BOXXINBUM.

Y CTaTTi ONCaHO OCHOBHI NPUHLMNI KNIHIYHOrO aHani3y Ta JiarHOCTUKI apTPUTIB Y AUTAYOMY BiLli. HaBeleHO 3aXBOPIOBAHHSA, AKi HAYACTILLE iX CNPUHMHSAIOTD:
peBMaTWYHi, OHKONOTIYHi, reHeTUYHi Ta MeTaboniyHi. [Ins NpoBeAeHHN paLioHanbHOro aHanidy XBopoob, L0 NPOSABASIOLTCA apTpuTamu, MOXHA NPOBOAUTH
AndhepeHLiiHy LiarHOCTUKY, aHani3yto4u nepebir XBopoou 3a TakUM NPUHLMNOM: AuchepeHLiiiHa fiarHOCTUKa XBOPOO i3 NEPCUCTYIOYUM apTpuToMm; aude-
peHuianbHy fliarHoCTKa XBOpOo6, AKi NPOABNAOTLCA apTPUTOM Ta NMOB'A3aHI 3 IHWUMMW OPraHHUMW/CUCTEMHUMU MaHichecTaliamn; apTpuT abo 6inb y Cyrno-
6ax He3ananbHoOro MoXoKeHHs. MepcucTyoYnm abo XPOHIYHIUM apTPUTOM BBAXKAETLCS 3ananeHHs cyrnoba, ke TPUBAE MOHAL LWICTb TWXKHIB. [pUyuHOI0
MOXYTb ByTM XBOPOOW, NOB'A3aHi 3 iH(EKLiEt0, HEONNACTUYHUMI NpoLecami, 3ananbHUMKU XBOPO6aMK Ta Capkoigo3omM. OHKOMOTiYHI Ta CeNTUYHI apTpUTK €
3aXBOPIOBAHHAMN, AKi CNifA HEraiHO BUKNIOYATN Y AiTell 32 HassBHOCTI apTpuTy. Lle Tak 3BaHi «xBOpo6M, NO3HA4EHi Y4epBOHUMI Npanopusmm», ki noTpebytTb
HEBIZKNAAHOM0 TEPANeBTUYHOMO pearyBaHHs. HanyacTillow NpUYMHOK0 3ananbHOro apTpuTy Y AiTel € t0BeHiNbHNA igionatnyHuit apTput (KOIA). HassHicTb
apTPUTY TPUBANICTIO MOHAZ LWICTb TUXKHIB Yy AiTeit A0 18 poKiB, NpUyMHA AKOro He 3'ACOBaHa, € NIACTABOK ANs BCTaHOBAEHHS diarHosy HOIA. [lo xBopob6,
AKi NPOABNAKTLCA aPTPUTOM Ta MOB'A3AHI 3 IHLIWMI OPraHHUMW/CUCTEMHUMU MaHichecTaliamu, Hanexatb cucteMHui H0IA, cucTemHi aBToIMYHHI XBOpo6OU
Ta aBTo3ananbHi 3axBoptoBaHHs. 10-20% AiTel cKkapXaTbCA Ha XPOHiYHI ab0 pPeLnanBHI M'A30BO-CKeNeTHI 60Mi He3ananbHOro NoXoMKeHHs. HaimvacTiwoto
X MPUYMHOIO € riNepMOoBiNbHICTb Cyrnoois, LLO € HACNILKOM HALMIPHOTO [liana3oHy pyxiB Ta 4acTo CMOCTEPIraeTbCa y 3A0POBUX AiTeR. TEPMIH «CUHAPOM rinep-
MO6INbHOCTI CYrno6is» BXWBAETLCA 32 YMOBW HASBHOCTI rinepmoBinbHOCTI Cyrnoois, WO CyNPOBOMKYETHCA M'A30B0-CYrno60BUMM 6ONAMN, SKi HE MAKOTb
iHWOI npu4nHK. «boni pocty» cnoctepiraoTses y 6-49,4% Aiteit Bikom Big 4 10 14 pokis.

ByacHnit giarHo3 3axBOPHOBAHHA, LLO CMIPUYNHAE apTPUT, JAE MOXKIMBICTb NPU3HAYNTU NPABUIbHE NiKYBAHHA Ta NONEpeauTI PO3BUTOK HACMiAKIB XBOPOOU.
ABTOp 329BJIE NPO BIAACYTHICTb KOHNIKTY IHTEPECIB.

Kntoyosi cnosa: apTputn, gudpepeHuianbHa giarHocTuKa, AiTu, 3aXBOPIOBAHHS, MiKyBaHHS.

Differential diagnosis of arthritis in children

Ya.E. Boyko

Municipal institution of Lviv regional council «Lviv regional pathoanatomical bureau», Lviv, Ukraine
Danylo Halytskyy Lviv National Medical University, Lviv, Ukraine

Arthritis in children develops not only in patients with rheumatic diseases. Many somatic disorders make their debut with arthritis or arthralgia as a non-spec-
ific manifestation of the disease. Arthritis can be a manifestation of some rare genetic diseases. The child is not yet able to express his or her complaints
which makes the diagnosing process more complicated. The key to correct diagnosis is clinical examination.

This article describes basic principles of clinical examination and diagnosis of arthritis in children as well as diseases that cause them in most cases, such
as rheumatic, oncological, genetic, and metabolic. Differential diagnosis is a way to rationally analyze the diseases, which manifest themselves with arthritis.
The course of the disease is to be analyzed the following way: differential diagnosis of diseases with persisting arthritis; differential diagnosis of diseases,
which manifest themselves with arthritis and are associated with different manifestations in organs and systems; non-inflammatory arthritis or joint pain. Joint
inflammation, which lasts for over 6 weeks, is considered to be persistent or cronic arthritis. It may be caused by different diseases associated with infection,
neoplastic processes, inflammatory diseases or sarcoidosis. Oncological and septic arthritis are so called red flag diseases, which need to be treated immedi-
ately. The most common cause of inflammatory arthritis in children is juvenile idiopatic arthritis. Arthritis of unknown origin in children under the age
of 18 that lasts for over 6 weeks is a reason for diagnosing juvenile idiopathic arthritis. The diseases which manifest themselves with arthritis and are associ-
ated with manifestation in different organs and systems are systemic juvenile idiopatihc arthritis, systemic autoimmune diseases and autoinflammatory
diseases. 10-20% of children have complaints about cronic or reoccurring non-inflammatory muscle and bone pain. It is most commonly caused by joint
hypermobility as a consequence of excessive movement range and is often observed in healthy children. The term joint hypermobility syndrome is used when
joint hypermobility occurs and is accompanied by muscle and joint pain that have no other cause. Growing pains are observed in 6 % to 49.4 % of children
in the age of 4 to 14 years.

Timely diagnosis of disease caused by arthritis, makes it possible to assign the correct treatment.

No conflict of interest was declared by the author.

Key words: arthritis, differential diagnosis, children, diseases, treatment.

AnddepeHumanbHaa AuarHocTUKa apTpUTOB y AeTen

AE. boiiko

KHI JTbBOBCKOr0 061aCTHOrO COBETa «3anafHOYKPaNHCKWA CNeLManin3npoBaHHbIi AETCKUA MeLULUHCKNIA LeHTp», T. JTbBOB, YKpanHa
JIbBOBCKMI HaLMOHANbHbIA MEAULMHCKIIA YHUBEPCUTET UMeHn [anuna fanuukoro, r. JTbBoB, YkpanHa

ApTpUTbI B IETCKOM BO3PACTe Pa3BUBAIOTCS HE TONbKO NPK peBMaTnyeckumux 3a6onesannsax. MHorue comatnyeckine 601e3H1 MOryT 4e6toTpoBath nossne-
HIEM apTPUTA MW apTPaNTuK Kak Hecneunguyeckoro NposBieHns 3abonesanuns. Takxxe apTpuT MOXET 6bITb NPOSABIEHNEM PELKOT0 reHeTUYecKoro 3abone-
BaHUA. CNOXHOCTb JNArHOCTUKN 3TUX GONE3Hel 3aKNo4aeTcs B TOM, YTO Pe6EHOK He MOXET CaMOCTOATENbHO BbipaXatb Xanobbl, N03TOMY KIMHUYECKMI
0CMOTP ABMAETCA KNHOYEBbLIM B UArHOCTUKE 3200/1BaHNA.

B cTatbe onucaHbl 0CHOBHbIE NPUHLMMBI KIIMHUYECKOT0 aHanuaa i AarHocTuky apTputos y eTeid. MpeacTasneHbl 3a60/1eBaHs, KOTOPbIE 3a4acTyio ABNAOT-
CSl UX MPUYUHON: PEBMATMHYECKWNE, OHKONOrMYECKMe, reHeTU4eckue 1 Metabonuyeckue. [ina NpoBefeHUs pauMoHanbHOro aHanu3a 6onesHen, KOTopble
NPOSIBASIOTCA apTPUTAMN, MOXXHO NPOBOANTL AN DEPEHLMANbHYIO ANArHOCTUKY, aHANN3UPYs Te4eHne 601e3HM N0 TaKOMY NPUHLMNY: AuddepeHumanbHas
JMarHocTnka 60nesHen ¢ NepeMCTMpYIOLLMM apTpuToM; auddeperumanbHas AnarHocTuka 60ne3Hell, KOTopble NPOABAAKOTCS apTPUTOM W CBA3AHbI C APYTn-
MU OPraHHbIMI/CUCTEMHBIMU MaHU(ECTALNAMY; apTPUT UK 60Nb B CyCTaBax HEBOCMANUTENbHOrO NPOUCXOXAEHUA. [TepCMCTUPYIOLLMM WK XPOHUYECKUM
apTpPUTOM CYUTAETCA BOCMANEHNE CyCTaBa, KOTOPOe AAMTCS 60Mee WecTu Hegenb. MpuinHOi MOryT ObiTb 60N1€3HU, CBA3AHHBIE C MHCDEKLMEN, HeonnacTnye-
CKUMW npoLieccamin, BOCMANUTENbHbIMYU 3a60N1eBaHNAMU N Capkongo3oM. OHKONOTMYECKUe U CENTUYECKUEe apTpUThl ABASIOTCA 3a60MEBaHNAMM, KOTOPbIE
cnefyeT HEMEANEHHO UCKMK0YaTh y feTel NPy Hanu4um apTpuTa. 310 TaK HadblBaemble «60Ne3HU, 0603HAYEHHbIE KPACHbIMM (hraxkami», TpebytoLme 6e3-
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oTnaraTefibHOro TepaneBTUYeCKOro pearpoBaHns. Hanbonee 4acTon NPUYMHON BOCMANUTENIbHOTO apTpuTa y eTeli ABNAETCSA HOBEHUNbHbIA AMONATUYeCKNi
apTpuT. Hanuyme apTputa NpOAOMKUTENLHOCTLIO 60Mee WeCTn Hedenb Y AeTeil 40 18 neT, npuyuHa KOTOPOro HEM3BECTHA, ABNSETCA OCHOBAHWEM [J1S yCTa-
HOBMIEHUS AMArH03a 0BEHUNTbHOIO nanonatnyeckoro aptputa (HOMA). K 6ones3HsiM, KOTOpble NPOSIBAAKOTCSA apTPUTOM M CBA3AHbI C APYrMMU OpraHHbIMU/CU-
CTEMHbIMI MaHMchecTaumnammn, npuHaanexar cuctemHblii OVIA, cuctemHble ayToMMMyHHble 60M1e3HM U ayTOBOCNanuTeNbHble 3a6onesanns. 10-20% aetein
XKanylTCs Ha XPOHNYECKMEe UK PeLNaVBUPYIOLLNE MbILLEYHO-CKENETHbIE 6OMM HEBOCMANNTENLHOTO MPOMCXOXAEHMS. Hanbonee 4acTon Ux NpU4MHON ABNS-
€TCA rMNepmo6UIbLHOCTL CYCTABOB, Kak CefcTBue N36bITOYHOM0 AnanasoHa ABWKEHUIA, KOTOPAs 4acTo HabnAaeTca y 340P0BbIX AeTel. TEPMUH «CUHAPOM
rMNepmo6mIbHOCTY CYCTaBOB» YNOTPEONSETCA NPU HANMYUM TMNEePMOBUNIBHOCTI CYCTaBOB, COMPOBOX/AAIOLLEACSH MbILLIEYHO-CYCTaBHbIMI 60115MU, HE UMELD-
LUMMK [pYrovi npuynHbl. «<bonu pocta» HabntogatoT y 6-49,4% peteit B BospacTe oT 4 1o 14 ner.

CBOEBPEMEHHbIN A1arHo3 3a601eBaHNs, BbI3bIBAKOLLEr0 apTPUT, NO3BOASET HA3HAYMTb NPaBUILHOE NEYeHNe U NPeAyNPeanTb Pa3BUTIE NOCNEACTBUIA 60NE3HU.

ABTOp 329BNAET 06 OTCYTCTBIN KOHCD/INKTA MHTEPECOB.

KnioueBble cnosa: apTpuThl, AudbepeHunanbHas uarHocTinka, Aetn, 3a601eBaHns, neveHne.

PTPUTU Yy IUTSYOMY Billi PO3BUBAIOTHCS

He TIJIbKU 1IPU PEBMAaTUYHUX 3aXBOPIOBaH-
Hsix. [Toyatok 6araTbox COMATHYHKUX XBOPOO MOKe
nebI0TyBaTH TOSBOIO apTPUTy UYMW  apTpajrii
K HecnenigHOTO TIPOSBY 3aXBOpIoBaHH:. Kpim
TOTO, apTPUT MOKe OyTH TPOSIBOM PiIKICHOTO
TEeHEeTUYHOTO 3aXBOpioBaHHA. CKIIAIHICTD MOJIATAE
y TOMY, 1110 IUTHHA HE MOKE CAMOCTIHHO chopMy-
JIIOBATU CKApru, TOMY KJIIHIUHUI OIJISI]] CTAE KO-
YOBWM Y JIarHOCTHUIl 3aXBOPIOBaHH:A. Y MpoIieci
nudepenItiabHOl JIIarHOCTUKU CJTiJl BUKJIIOYATH
indekiuiiini, oHKoIOTIYHI, MeTaboIiuHi, a TaKoX
3amajbHi XBOPOOM IUTSIYOTO BiKy. Y YaCTHHU
HAIEHTIB YPakeHHsT CYIJI00iB Ma€ He3amnajibHe
TTOXO/PKEHHS. 3 METOIO TPOBEIEHHS PaIliOHATBHOTO
aHalizy XBOPOO, SIKi IPOSIBISIIOTBCS apTPUTAMHU,
MO’KHA TPOBOAUTH AUDEPEHIliabHY JiaTHOCTUKY,
aHaTi3yI0un mepebir XBOpoOU 3a TAKUM TTPUHITATIOM:

1. Iudepenrianbua piarHoctuka XBopob i3
ITEPCUCTYIOUYNM apPTPUTOM.

2. JIudepenmianbHa HiarHOCTHKA XBOPOO, SIKi
MPOSIBJIAIOTHCST ADTPUTOM Ta TIOB'SI3aHI 3 THITUMU
OPTaHHUMH /CUCTEMHUMU MaHi(eCTaIliSIMH.

3. Aprpur a6o 6inb y cyriobax HesamaJabHOrO
TTOXO/I’KEHHSI.

1. JIudepeHiiaibHa aiarHOCTHKAa XBOPOO
3 IEePCUCTYIOYHM apTPUTOM

[Tepcucryounm abo XpOHIYHUM apTPUTOM BBA-
JKAETHCSI 3amajieHHst cyrioda, sike TPUBAE MOHAJ
mricTh TYKHIB. [IpudanHOI0 MOKYTH GyTH XBOpOOH,
TTOB's13aHi 3 iH(EKITi€0, HEOTIACTUUHUMHU TIPOIIe-
caM, 3aITAJILHIMHU XBOPOOAMHE Ta CAPKOiZI030M.

OHKOJIOTiIYHI Ta CENTHYHIi apTPUTH € 3aXBO-
PIOBAHHAMH, SKi CJiJl HeTaifHO BUKJIOUATU Y Ii-
Teil 3a HasgBHOCTI apTputy. Ile Tak 3BaHi «XBOPO-
Ou, MOo3HAYEHI YEPBOHUMU MPATOPISIMU», SIKi
noTpebyIoTh HEBIAKIAIHOTO TEPaeBTUIHOTO
pearyBaHHs.

Y 5% pmiteii roctpa JiMdobracTHa JedKeMist
1e6I0Ty€e 3 XPOHIYHOTO apTPUTY, MEPEBAKHO acH-
MeTpuyHoro. Cepe/l iHITMX CUMITTOMIB CIIOCTepira-
I0Th TapsiuKy, HiYHi 60T y KicTKaX Ta BUSIBJSIOTH
3Minu y remorpami. Taki oHKoJOTiYHI XBOpOOH,
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SIK ocTeocapkoma, capkoma FOiHra Ta Heiipobiia-
CTOMa, MOKYTb TIPOSIBIISITUCS OOJISIME Y KiCTKaXx,
aprpairigMu Ta aprputamu. [lik 3aXBOpIOBaHHSI
Ha HalOIIBII MOMIMPEHY 3JI0SKICHY MyXJIUHY Kic-
TKH OCTEOCAPKOMY TIPUTIAJIAE HA JAPYTUN JECATOK
JKUTTS 1 BpasKa€e nmepeBakHO MeTadi3n AUCTaIbHO-
TO BIJUTITy CTETHOBOI KiCTKM Ta TMPOKCUMAIBLHIX
BIJI/IiJIIB BEJIMKOIOMIJIKOBOI 1 MaJIOTOMIJIKOBOI
KICTOK, a Takos 1e4oBoi KicTku. Capkoma [Oinra
ypaxkye y 30-40% sunankax apiadizm nosrux
KICTOK HMJKHIX KIiHI[iBOK Ta y Osm3bko 10% —
BEPXHIX KiHI[iBOK. [Ipubim3HO y uBepTi BUIAAKIB
y XBOpUX 3i capkomoio IOinra ypaskaroTbcs Ta3oBi
KicTku, xpebiti Ta pebpa. ¥ 6m3bko 10% xBOopux
B’Ke Ha MOMEHT BCTAHOBJIEHHS /[1aTHO3Y BUSIBJISI-
I0Thb METACTa3! y KiCTKOBOMY MO3KY.

CenTuyHmii apTPpUT PO3BUBAETHCS BHACITIIOK
meHeTpaii iH(eKIiHHOr0o YMHHUKA Yy CUHOBI-
AJIBHUH TIPOCTIP TEMATOTEHHUM TILJISIXOM, a60 Oe3-
MOCepPeIHbO BHACJIJIOK IEHETPYIOUOi TpaBMU
y cyra060BHit IPOCTIP, a00 SIK YCKIAAHEHHS TTPH
XipypriuHomy BTpyuaHHi y 1eit cyrmo6. Kiiniumm-
MU O3HAKAMHU € TapsiuKa, IPOSBU 3aTaJbHOI IHTOK-
CHIKaIlii, Taki SIK Hy0Ta, He3yKaHHs i 6iTb ros10-
Bu. Haituacriie criocTepiraioTb ypaskeHHs OHOTO
cyrioba. Sk mpaBWIIO, PO3BUBAIOTHCS aPTPUTH
BeJMKUX CcyriobiB. Binb B ypaxkeHomy cyriobi
€ HeCTepIHUM, 1110 00OMEXKY€E MacHBHI Ta aKTHBHI
pyxu. Taka cumrnroMaTrka morpebye MpoBeIeHHs
HeBIAKIaMHOI MyHKINI cyrimoba st AiarHOCTHY-
HOTO JIOCTi/I)KEHHS CUHOBIaJIbHOI PIIUHU 3 I[UTO-
JIOTIYHUMHU OOCTEKEHHSIMU Ta JJisi BUSIBJICHHS
noreHmiitHoro 36yaHuka. MeTtoau Bisyasrisaiii
JIOTIOMAraioTh y JIarHOCTUIll CENTUYHOTO TIPOIIECY.
Tpanutiitna peaTtrenorpadis e Mae TepIIOYepro-
BOTO 3HA4YEHHS /I JIIaTHOCTUKU CENTUYHOTO
apTputy. THUTIOBUMU paHHIMM TIPOSIBAMU CETITHY-
HOTO TIpoliecy y cyrao6i € BussieHs Ha MPT amin
y KICTKOBOMY MO3KY, CYOXOH/IPAJIbHO, HasBHICTb
BUIIOTY Ta TIOTOBIIEHHST CHHOBIAJIbHOT 0OGOJIOHKH.

XBopo6a Jlaiima — cucTeMHMI KJiIIOBUI
6openios, cupuuunenuii Borrelia burgdorferi,
MO TepeHOCAThCA KiaimamMu. APTPUT PO3BU-
BAETHCS TICJAS TOIBU MITPyI0dol epuTeMu.
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Ax mpasuiio, criocTepiraloTb MOHOAPTPUT BeJTH-
Koro cyrioba. KiacuuHow € HasBHICTh apTpUTy
KOJIIHHOTO cyryioba 3 AOMiHyBaHHSAM HaOpsIKY
ypaxeHoro cyraoba 6e3 abo 3 MiHiMaIbHOIO HOTO
KOHTPaKTypoio [4]. 3amambHuii mporiec Moxe
CYTPOBO/I)KyBaTUCS  KepPaTUTOM, pijlie
yBeiToM. I miaTBep/sKeHHs [liarHO3y MOKHA
BUKOPUCTOBYBATH CEPOJIOTiYHI 0OCTEKEHHS,
OCKIJIBKY TABUIIEHUN TUTP aHTHUTIJI CTIOCTepira-
€TbCS B yCiX BUIAJIKaX.

PeakTuBHMi apTPUT — 11€ aPTPUT, AKUI PO3BU-
BAETHCS i/ Yac abo MicJist mepeHecenol iHgeKIiii-
HOI XBOpPOOM Ta TPUBAE BiJ OIHOTO J0 YOTUPHOX
TiokHiB. HaitgacTimme peakTuBHUIT apTPUT PO3BU-
BAa€ThCS Y BEJUKHUX CYTJI00aX HUKHIX KiHIIIBOK
Ta € aCUMEeTPUYHUM. PeakTUBHOMY apTpuUTy IMpHU-
TaMaHHi T03acyTI000B1 IPOSIBY, TaKi SIK KOH TOHK-
TUBIT, yperpuT Ta iHmm. Busasnenns HLA B27
Y XBOPUX Ha PEAaKTUBHUI apTPUT HE € 1iaTHOCTIY-
HUM MapKepoM, OJIHAK CJIYKUTH MPEIUKTOPOM
BaXXKOCTI 1epebiry aprpury Ta PHU3UKY HOTO
xpoHnisatiii. /lo peakTUBHUX apTPUTIB HAJIEKUTH
TTOCTCTPENITOKOKOBUN apTPUT, AKWH, Ha BiAMIHY
Bi/l apTpUTy TPU TOCTPiil peBMATUYHIN rapsult,
€ HeMITpPYIOUuM, 3 TMONIKO/KEHHSAM BEJTUKUX
Ta Api6HUX Cyria06iB, iHOAI cyryiobiB xpebTa.
[Tpu 11poMy TIOKa3HUKHM TOCTPOI ha3y 3anajieHHs
HE3HAUHO MIiABUIINEHI Ta BUABJIAIOTH TO3UTHUBHIL
aHTUTIJIA JI0 CTPENTOKOKOBOI iH(EKIIii 3 BUCiBaH-

HSIM 11b0T0 30y IHMKA i3 3iBa. ¥ 1i€l Kareropii XxBo-
PUX PU3UK YPAKEHHS CEpIls € HE3HAUHWUM.
lFoctpa peBmaTmuna rapsguka — Iie 3amajbHe
3aXBOPIOBAHHS, K€ € YCKJIAJHEHHSM, 3yMOBJIE-
HUM CTPENTOKOKOBOWO iH(pekIicio Ttpymu A
y cXuIbHUX 0ci6. HaitGimbim BasKKUM yCKITaIHEH-
HAM TOCTPOi CTPENTOKOKOBOI iH(eKIli € peBma-
tryHa xBopoba cepiisg (PXC) 3 ypaskeHHSIM i10T0
KJanaHiB. 3azBuuaii MaHidecraitist rocTpoi peBMa-
tnunoi rapgayku (I'PI) posBuBaerbca uyepes
10—21 mensp micas mepeHeceHoro CTPEMTOKOKOBO-
ro ¢dapunrity. Ille y 1944 p. /Ixxonc (T. Duckett
Jones) cchopmymoBas miarHocTuuHi KpUTEpii, SKi
TTO/IIJIAIOTH Ha BesTnKi Ta Masti. HasBHicTh kapauTy,
aptputy, xopei CizeHrama, Mirpyiouoi eputemMu
Ta MJNIKIPHUX BY3JUKIB HaJeXaTb /10 BEJIUKUX
KkpuTepiiB. /o Maqux MiaTHOCTUIHUX KPHUTEPIiB
I'PT BigHOCATH NBa KJIIHIYHI IPOSIBU — apTPAJITIiIO
1 rapsiuky Ta JBa JA1arHOCTUYHI HapamMeTpu —
M ABUIIEHHS TTOKA3HUKIB TOCTPOI1 (has3y 3arraeHHs
i 3noBxeHHs1 PR inTepBany Ha esexkrporpadiuHo-
My obcrexkeHHi. ApTputu BUABIAOTE y 70%
BumnaakiB xBopux Ha ['PI. ¥YpaxkyioThcs mooanno-
Ki BeJUKi Cyrsiobu, MOKe PO3BMBATHCS IOJiap-
Tput. st ypakenus cyrno6is npu [PT tumoBum
€ KOPOTKOTPUBATHUH (10 KiIJIbKOX TOJIMH) MITPYyIO-
YMii apTPUT 3 BUPA3HUM GOJBLOBUM CUHIPOMOM.
Y 2015 p. Komirter 3 gocmigKeHHST peBMaTHU-
HOI JIMXOMaHKU, eHI0KapAnuTy Ta xBopoOu Kasa-
Tabnuuys

MepernsaHyTi kpuTepii [pkoHca [5]

A. [lng BCiX rpyn NawieHTiB 3 nonepeaHbLOI0 A0BEAEHOI0 HasIBHICTIO CTPENTOKOKOBOI iHdekuii rpynu A

[iarHo3: noyatkosa P

2 OCHOBHi KpuTepii a60 1 OCHOBHWIA Mtoc 2 Mani Kputepii

HiarHoa: peungvsHa Pl

2 OCHOBHi KpuTepii 260 1 ocHOBHWI | 2 Mani abo 3 mani kputepii

B. OcHoBHi kpuTepii

Kapgut® Kapant
o KniHiuHwii Ta/a6o CyOKniHivHWiA o KniHiuHWii Ta/a60o CyOKniHivHNiA
ApTput ApTput

o Jlnwwe noniapTput

o MoHoapTput abo noniapTput
o [ToniapTpanris*

Xopes

Xopest

Eputema mirpytoua

Eputema mirpytoua

MigLuKipHi BY3nMkm

MigLuKipHi BY3nMKm

C. Mani

KpuTepii

MonynaAuii HU3bKOro pPU3NKY?

MonynaAuii cepefHbOro Ta BUCOKOrO PU3NKY

MoniapTtpanris

MoHoapTpanis

lapsyka (>38,5 °C)

lapsyka (>38 °C)

LLIOE >60 mm BnpogoBX nepLuoi roguHu i/abo CRP>3,0 mr/on®

LLIOE >30 mMm BnpogoBxX nepLuoi roguHu ila6o CPB>3,0 mr/an®

MopoexeHHs PR-iHTepBany 3 ornsgy Ha BiKOBi OCOGIMBOCTI
(AKLLO KapauT He € OCHOBHUM KpuTepiem)

MopoexeHHs PR-iHTepBany 3 ornsgy Ha BikOBi 0COGIMBOCTI
(AKLLO KapauT He € OCHOBHUM KpuTepiem)

IHpumimxu.

1. TPT — rocrpa pesmarnuna rapstuka; CPb — C-peaxrusnuii 6i0k; IIIOE — mBuakicTs OciflaHHs €pUTPOIIUTIB.
2. HusbKuM pus3uKoM € Tpyiin i3 3axsoproBatictio Ha IPT <2 na 100 000 aireii mkinbHOro Biky ab0 MOMIUPEHICTIO PEBMATHYHOTO 3aXBOPIOBAH-

H4 cepug <1 Ha 1000 HaceseHHs Ha pik.

3. CyOkJIiHIYHUIT KapAUT CBIZMUTD 1IPO eXOKapiorpadiuHuil BaJIbBYJIiT.

4. TloniapTpasrito ciiji po3risjati K OJMH i3 BEJMKUX KPUTEPIiB y Ipylax CepejiHbOro Ta BUCOKOIO PU3MKY I1C/s BUKJIIOYEHHS THIINX
npuumnH. K i B 1omepeaHix Bepcisix KpuTepiiB, Mirpyouda epureMa i MiJIKIPHI BY3JIMKU Pi/IKO € «CaMOCTIHHUMU» BEJUKUMU KPUTEPisiMU.
Kpim Toro, cyriio60Bi posiBU MOKHA PO3IJISATH TIILKH Y BEJMKNX a00 MAIUX KPUTEPIsiX, ajle He B 000X.

5. 3nauyennst CPB mae OyTtu noHa/| BepxHIo MesKy JrabopaTopHoi Hopmut. Kpim Toro, ockinbku IIIOE mozke possusarucst 8 xoxi I'PT, cain Buko-

pucroBysaTh mikosi 3Hadenus [IIOE.
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caki Panm i3 ceplieBo-Cy/JMHHUX 3aXBOPIOBAHb
AmepukaHchkoi acorianii kappaiosorie (AAC)
(American Heart Association (AHA) Committee
on Rheumatic Fever, Endocarditis, and Kawasaki
Disease of the Council on Cardiovascular Disease)
omyOJikyBaB OHOBJIEHI KpuTepii J[koHca st miar-
noctuku ['PT, aki BpaxoBYyIOTb cyyacHy emijiemMio-
JIOTIIO 1[bOTO 3aXBOPIOBAHHS Ta PE3YJIbTATH JOII-
TIepiBChKO1 exokapmiorpadii A AilarHOCTUKHT
kapauty |5]. Komiter AAC BBaxkae, 1o icHye auc-
nporopiiis y raobanbHomy posnoziai [PT/ PXC.
Ha cporozani Bucokmnii piBeHb 3aXBOPIOBAHOCTI HA
1[I0 XBOPOOY 3yCTPiYaEThCst B KpaiHaX i3 HU3bKUM
i cepemHiM piBHEeM noxoay. HaTomicTs y kpainax i3
BUCOKUM pIiBHEM JOXO/iB 3aXBOPIOBAHICTh Ha
I'PI'/PXC € HU3BKOIO 3 HASIBHICTIO JIMIIE TIEePio-
IUYHUX CTaJaXiB MbOTO 3axXBopioBaHmd. [liarnoc-
TUYHI KpuTepii HaBeeHi y TabIwIIi.

IOBeHinbHMIT iZiONATHYHMIT aApTPUT € HAM-
YacTiMoI0 MPUYNHOIO 3aMaJbHOTO apTPUTY ¥
niteit. HagaBuicTh apTpuTy TPHUBAJICTIO IMOHAJ
NTCTh TUXKHIB y fiTelt 10 18 pokiB, mpuunHa SKOT0
He3'sicoBaHa, € Mi/ICTaBOIO /IS BCTAHOBJIEHHS Jliar-
Ho3y IOIA. T'eteporenny Tpyity XBOpUX i3 /liarHO-
3oMm [OIA posfingioTs Ha OKpeMi Tpynn/BapiaHTh
nepebiry 3aekKHO Bifl KIIHIYHUX Ta JabopaTop-
HUX TposABiB. Ha IpyHTI KJIIHIYHUX TPOABIB XBO-
pobu yrpomoBx mepiux tectu Micsiis ILAR
BusHaumsia 7 xkareropiii/BapiantiB IOTA. Cucrem-
Huii Bapiant IOIA giarHOCTYIOTH 32 HAsIBHOCTI
repcuctytiodoi rapgukn 39°C i Bute TPUBAIICTIO
OisTbllle IBOX TUKHIB, apTPUTY OIHOTO i OisibIire
cyr06iB BIIPOAOBIK 1 Oijbllie IIECTH THIKHIB Ta
HasBHICTIO OJHOTO 3 TaKUX IIPOSIBIB, SK BUCHUITI,
JgimaneHomnarig, mepuKkapauT, rernaTociieHoMe-
rajig. IlomapTput 3 BiJi'eMHUM peBMATOIHUM
dakTopom (PD) — aprpurt 3 ypaskeHHAM 5 i Oijb-
1re cyrio0iB yIPOIOBK MepIiux 6 MicsiiiB XBOPo-
6u 3a BigcytHocTi IgM P®D, a 3 HO3UTUBHUM peB-
MaToIIHUM (PaKTOPOM — I1€ BapiaHT CEPOITO3UTUB-
voro nogiarpukyssipHoro IOIA. Oniroaptpur —
BapianT mepebiry IOIA 3 aprpurom 4 i MmeHire
cyrs106iB BIIPOOBIK 6 MiCSIIiB Bijl TOYaTKy XBOPO-
6u. EHre3uT-acoriiioBaHoMy apTpuTy MpUTaMaHHi
HasgBHICTh apTPUTY 3 €HTE3UTOM Ta /IBi 3 HACTYII-
HUX O3HaK: cakpoiyeit; HasgBHicTh HLA B27;
cimentnnit anamues moxo HLA B27-acomniitoBannx
3aXBOPIOBaHb y OCI6 TEPIIOTO i APYTOTO CTYTIEHS
CIIOPiIZAHEHOCTI; TOCTPUN 1PUAOIMKIIT;, MOYATOK
apTPUTY Y XJIOMIIIB MicJis 6 pokis [13].

ApTpur, NOB'g3aHMil i3 3aMaJIbHAM 3aXBOPIO-
BaHHSIM KHIIEYHUKA, — I1le HeindeKminumni
apTPUT, IKUH PO3BUBAETHCS Tiepe/] abo Ha TJI XBO-
po6u Kpowna, HecrenuivHOro BUpasKoBOTO KOJIi-
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Ty abo HemudepeHIiiioBaHOTO KOJITY. ApPTpUT
y HIUX BUMAAKAX € T03aCyTJ000BUM IPOSBOM
3aMajJbHOTO 3aXBOPIOBAHHS KUIIEUHUKA. Takuit
apTPUT CJIiT Ti/I03PIOBATH, KOJIM TAIIEHT BiJICTAE Y
TeMIlaX POCTY, Ma€ XPOHIUHY jiaper (4acom
3 JIOMIlIIKaMK KPOBi), a00 TaKi MO3aKUIIKOBI IIPO-
SBMU, K By3JlyBaTa epuTeMa, raHTpeHo3Ha Tiojiep-
Misl, TepiaHajbHi BUPA3KW, MPOSIBU adTO3HOTO
cToMaTUTy. SIK TpaBUyIO, ¥ UX XBOPUX BUSBJI-
I0Th aHEeMilo, a MOKAa3HUKU TOCTPOi (pasu 3arajieH-
HSI € BUCOKMMH Ta HE KOPETIOITh 3 BaXKKICTIO
aptputy. IHKOIM apTpPUT € TMepIIuM TPOSTBOM
3aMajbHOrO0 3aXBOPIOBaHHA KunleyHuka. Jluasa
MaJIEHbKUX IAII€HTIB 13 3allaJIbHUMHU 3aXBOPIOBa-
HUMM KATIIEYHUKA TUTIOBOIO € HASIBHICTh KOPOTKO-
TPUBAJIUX aPTPUTIB BEJUKUX CYTJI06IB, 1MOsIBA
SKUX KOPEJIO€ 3 BAXKKICTIO YPaXKeHHS MIITYHKOBO-
KHUIMTKOBOTO TpakTy. [lns miTeil cTapiioro Biky
XapaKkTepHe ypasKeHHs Cyrio0iB OCbOBOIO CKe-
sera. IToyaTok cyrI060BOTO CHHAPOMY Y iTeit
CTapIIoOro BiKY MPOSBISEThC TMepUhEPUIHIMEI
apTpUTaMM OJHOTO 4u Oijblne CyrsobiB HUKHIX
KIHITIBOK 13 HACTYMHWUM PO3BUTKOM ypPaKEeHHS
KYJIBIIIOBHX, CaKpOiJeaJbHIUX Ta CYIJI0OIB TOIe-
PEKOBOro Biaiy xpebra. Y IHMX XBOPHUX YacTO
BugBaiorh HLA B27 i3 BUCOKUM pU3WKOM TIPO-
rPecyBaHHsI XBOPOOUM 3 MOJAJBIIUM PO3BUTKOM
aHkisosyiouoro cnouauiaity [10].

XpoHiuHMIiT MYJbTH(OKAJIbHUNA OCTEOMIiEIT
(XMO) € 3anajnpHUM 3aXBOPIOBAHHSAM KiCTOK
i3 TlepeBaKHUM ypakeHHIM MeTadis3iB I0BTUX
tpybuactux Kictok. XMO MOYMHAETHCS 3 TOSBU
HecrenndigHoro 6010, HAOPSAKY Ta 0OMEKEeHHS
pyXiB. ¥ 4YacTWMHU XBOPUX TOYATOK € TOCTPUM:
3 TMOSIBU JIOKAJILHOTO HAOPSIKY M'SIKMX TKaHuWH,
HNPUJIETJUX 0 KICTKU, IO MOXKe IMITYBaTU HasiB-
HicTh aptputy. XMO MoXKe CYMpOBOIKYBATHUCS
apTPUTAMHU THIIUX CYTJI00IB Ta YaCTO aCOIIOETHCS
3 IHIIIMMU XBOPOOAMHU, TAKMMU sIK TICOPias, 3armajib-
Hi 3aXBOPIOBAHHA KUIIEYHNUKA, TATbMaPOTLIaHTap-
HUIi TTyCTyJ/1b03. ¥ maiieTis crapnioro Biky XMO
€ yactunoio dernorurry SAPHO (cunosiir, akae,
MyCTYJIbO3, TilepocTo3 i ocTeit) 3 hopmMyBaHHIM
KJIACUYHOI CIOHNJIONATII.

Jns capkoiody AMTSYOTO BIKY THUIIOBUM
€ BUSABJIEHHSI HEKa3e03HOTO TI'PaHyJIbOMATO3HOTIO
3alajieHHs1 y TKaHWHAX Pi3HUX opraHi. [litu
JI0 5 POKIB MOJKYTb MaT MOHOTeHHY (hopMmy cap-
KOiJIO3HOTO apTpUTy, a y MiVITKIB — Il TpaHy-
JIbOMAaTO3HUH apTPUT JOPOCJIOTO THUITY. APTPUT
MOke OyTH KOMIIOHEHTOM MaHiecTartii paHHBOTO
noyarky capkoizosy (early onset sarcoidosis
(EOS) Tta cungpomy biay — 3axBopioBanHS
3 JIOMiHAHTHUM THUIIOM YCHa/IKyBaHHS 1 HASBHICTIO
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myTatiii y NOD2-reni. Kiacuynoro kiHiuHOTO TPi-
aJI0I0 PaHHBOTO MOYATKY CApKOII03y Ta CUHAPOMY
bnay € rpanysbomaTo3umii JepMaTut, apTpuT Ta
xpoHiuHuii yseit. Cunzpom biay mnoumHaeTbhes
Y PAHHBOMY JIUTSTYOMY Billi 3 TIOJIIAPTPUTY 3 TEHOCHU-
HOBIITOM 13 ypaKeHHsIM TeprdepudHIx Cyrao0iB,
30KpeMa TPOMEHEeBO-3all ICTHUX, KOJIHHUX, TOMiJI-
KOBO-CTYITHEBUX Ta MPOKCUMAJIbHUX Mixkasanro-
BUX Cyr/100iB. Y IIUX XBOPUX /y’Ke BUPAKEHUIT TEH-
JIOCHHOBIIT. Y GLIBIIOCTI XBOPHX i3 XBopobGoto Biay
PO3BUBAETBCS 3a/lHIll yBEIT i3 IMOTEHI[IHOIO 1HBO-
JIOITIETO B MAHYBEIT 3 MyJIbTU(OKATHHIM XOPioiin-
TOM, SIKUH € GilaTepHATBHUM Ta MA€E TOTAHUIA TPOT-
HO3 TIOZI0 BTPATH 30PY. Y TIOJOBUHM TAITIEHTIB BUS-
BJIAIOTH CHCTEMHE 3allajieHHsl 3 MONIKOXKEHHAM
BHYTPIIIHIX OPraHiB, 10 BKJIIOUAE HASIBHICTD rapsy-
KH, clasoaieHiTy, JiMbaieHiTy, BACKYTITy BEJIUKIX
CY/IUH, rJIoMepyIoHedpuUTy ab0 iHTEPCTUIIATBHOTO
HedpUTY, IHTEPCTUIATIBHOTO TOITKO/KEHHS Jie-
TeHb i apTepiaibHoi rinepTensii [ 14].

Y nutuHuU, XBOpOl HA MEPCUCTYIOUWN apTpUT,
Y4ACTO BUHWMKAE HEOOXITHICTH 3allepevdeHHsl mep-
BUHHOTO iMyHOnedinuty. 30KpeMa, y XBOPUX
i3 TepBUHHUM JIeDIIUTOM KOMILJIEMEHTY € TIpe-
JIVCTIO3UIIIST 10 PEMMUANBHIX iH(EKITiH, BpOIKeHO01
aHTioeIeMU Ta aBTOIMYHHUX MaHidecTalriii, cepe
SIKMX HAfYacTinie omucyoTh NoAibHI 10 cucTeM-
noro yepBonoro Bouaka (Clq, Clr/s, C2, C4).
Cepes iHIMX aBTOIMYHHUX MPOSBIB mediluTy
KOMILJIEMEHTY € TUCKOITHUI BOBUAK, IEPMAaTOMiO-
3uT, reMoparigauii Backysit [lerneiina—Ilenoxa,
MeMOpaHonpoJtichepatuBHUN rIoMepyIoHepUT
ta BackyJiT. [ledexktn y B-ymanmi imyniTeTy
(cenextmBnmil gedimut IgA, X-3uenena aramma-
rio0yrineMis, napiiaabauii gedinur IgG 2 i/abo
[gG4, rinep-IgM cunapoM) XapakTepusyioTbCS
pogBaMU XPOHIYHOTO apTPUTY, TEMOJITUYHOI
aHeMii, aBTOIMYHHUX IUTOIIEHI, remaTuTy, yBei-
Ty, liabeTy Ta 3amaIbHOTO 3aXBOPIOBAHHS KUIIEY-
HUKa. Y TaIi€HTIB i3 Ba)KKUM KOMOIHOBAHIM iMy-
HoznedinuTom (SCID), 10 06'€1Hy€E TeTepPOreHHy
IPyIy 3aXBOPIOBaHb 3 IONIKOKEHHSIM KJIITHH-
HOTO Ta TyMopajbHOro imysirery, y 5—30% Bu-
SBJISTIOTH aBTOIMYHHI (peHOMeHn [11]. ABTOIMYH-
mnii gimdonpomidepatnBanit cuaapom (ALPS)
€ nedexrom y Fas/Fas-ligand muisxy 3 pannimMu
ABTOIMYHHUMHM TIPOSIBAMM Ta O3HaKaMu Jimdo-
mporichepaTUBHOTO CUHIPOMY, IO YACTO CYIPO-
BO/UKYETHCSI  ABTOIMYHHUMHU  IUTOIEHISIMHU.
¥ mamientis 3 [IPEX-cunapomom (iMmyHoamcpery-
JISTIiS, TIOJTIeHTOKPUHOTIATISA, eHTeponaTis, X-34ell-
JIeHe 3aXBOPIOBaHHS) PO3BUBAIOTHCS 3alaJibHi
3aXBOPIOBAHHS 3 PAHHBOTO AUTSYOTO BiKy. ABTOI-
MYHHQ TIOJIieHIOKPUHOTATIA-KaHAN/103-eKTO/Iep-
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mambpHa auctpodis (APECED) xapakTepusyeTsb-
€4 KJIACMYHOIO TTaTOTHOMOHIYHOIO KJIIHIYHOIO Tpi-
a7I010; XPOHIYHUN KaH/IU/03, TITIOTIapaTUPEOi TU3M
ta xBopobGa Ammicona. Cunapom Bickorra—
Ouspuya XapaTepusy€eTbCsl TPiaZiol0 CUMIITOMIB,
TaKUX, SIK €K3eMa, TPOMOOIMTOINEHIsT 3 MaJiMU
posmMipamMu TPOMOOIIUTIB, PEIUANBHI iH(DEKIIiHI
3axBopioBaHHA. YacTtoTa aBTOIMyHHHUX INPOSABIB
y IUX XBOPUX CTaHOBUTH Osn3bko 30-70%,
cepesl AKMX HalyacTilie 3yCTPiYaeTbCs BaCKYJIT
Ta apTputT. ABTOIMYHHI (heHOMEHU € TUTIOBUMU
JUISL 3araJibHOro BapiaGesbHOTO iMyHOAEDIIUTY,
IO XapaKTEePU3YEThCS PENUMBHUMUA CHUHOITYJIb-
MOHAJTBbHUMHY iHDeKITiaMHA [3].

¥ xBopux 3i cuaapomom /i /[skopmxi (menertis
22 ql11) onucytoTh XPOHIUYHWI NECTPYKTUBHUIA
aptpur, pu cuagpomi Teprepa (45XO reHoTHIT)
€ acolialis 3 TMoJiapTPUTOM, a y TAIli€HTIB i3
cungpomoM Jlayna (tpucomisi 21 xpomocomun)
MO’Ke PO3BUBATHCS IOJHAPTPUT, MOAIOHUI [0
IOIA, Ta nicopiazormno/iOHmit apTpuUT.

Y nauieHTiB, XBOPUX Ha MYKOBICHIH03,
MOXYTh PO3BUBATHCS €Mi301 PENUANBHUAX
APTPUTIB OIHOTO UM JIEKITHKOX CYTJI00iB TPUBAJIi-
cTi0 1—2 THIKHI, 1110 OB 'I3aHO 3 XPOHIYHOIO OaKTe-
piitHOIO iH(DEKIIIEO v JereHsax. Bropunna rimep-
Tpo(hiuHa apTpoTIaTis PO3BUBAETHCSA Y 5% MAIli€H-
TiB i3 MyKOBicI1030M [2].

2. udepenniaibHa JiarHOCTUKA XBOPOO, sAKi
MPOSIBJISIIOTHCS APTPUTOM Ta MOB'sI3aHi 3 iHINUMHU
OpraHHUMH,/CHCTEeMHHUMH MaHi(pecraiissmMu

Cucremumii I0IA (clOIA) e aBrosanasbHUM
3aXBOPIOBAHHSM, 10 XapaKTEPU3YETHCS TTigiioMa-
MU TapsTaku 710 (heOPUIbHUX PiBHIB, sIKi CyTIPOBO-
JUKYIOTBCSI BUCUTIOM, apTPAJITISIMU Y1 aPTPUTOM,
a TAKOK CUCTeMHUMU TposiBamit. Tunosumu 1abo-
patopaumu nposiBamu clOIA € meiikonnTos, ane-
Misg, TpombouuTos, miasuinenus pisuis [TOE
i CPD, rinepdepurnremisi. APTPUT YacTo € CUMe-
TPUYHUM, SIK TPABUJIO, PO3BUBAOTHCS ApTPUTH
KOJIIHHUX, TOMIJIKOBO-CTYITHEBUX Ta IIPOMEHEBO-
3all ICTKOBUX CyTI00iB. OHAK MOXKYTH ypaskaTH-
Cs1 KyJIBIIOBI, IPiOHI CyTI06M KUCTEl PyK Ta Iuii-
HOTO Bifiiy xpeOTa.

VY XBOpHX Ha CHCTEMHi aBTOIMYHHi XBOpPOOM
aApTPUT YacTO € IiX [IarHOCTMYHOIO CKJA[0BOIO.
Hattgacrime apTpuT croctepiraioTh y TAIli€HTIB
i3 CHCTEMHUM 4YepBOHUM BOBYaKOM. bisb, pankoBa
CKyTicTh, HabpskdicTh cyrino6iB Haragye FOIA
3 jerkuM tepebirom. OpHaK peTesbHUN aHasIi3
yCiX KJIIHIYHUX 1posBiB y narieHTiB i3 CUB nae
MOKJTUBICTHh BUSBJIATHU TIposiBU (heHomeny Peiino,
dotocencubimizaiiio, aprozuuii cromarut [13].

ISSN 2663-7553 CyuacHa nexiatpis. Ykpaina 5(101)/2019



Yntante Hac Ha caunTe: http://med-expert.com.ua

Tomy BciM marfieTam i3 HasgBHICTIO apTPUTY CJIiJ]
[IPOBOJIMTH CEPOJIOTIUHI 0GCTEKEHHST JIJIST i/ ITBEP-
mkennss un 3amepedendsgs CUB. Pigxicummm
cyriobosumu Maridecrarisimu CUB € nedopmis-
uuii aprput Kakky (Jaccoud's deforming arthritis)
ta pymyc-aprput (Rhupus), sxuii xapakrepusy-
€TBHCST 3TMHAIBHUMK KOHTPAKTYpPaMU Ta MTO3UTHUB-
HICTIO 32 PEBMATOiTHUM (PaKTOPOM.

JlepMaToMio3uTy IIpUTaMaHHUN PO3BUTOK
HeieOpMiBHOTO, HEleCTPYKTUBHOTO TIOJiapTpu-
Ty, AKHil ypaskae BeJIMKi Ta MaJti cyraobu [13].

Y naii€eHTiB i3 BOTHUIIEBOIO CKJIEPOIEPMIEI0
apTUKYJISPHI TPOsABU Po3BUBaAIOTHCS v 40%
BUIIA/JKIB, OJJHAK THIIOBMM € PO3BUTOK CYIJI000-
BUX KOHTDAKTYP, SIKi € BTOPUHHUMH JI0 TIOITKO-
JDKEHHS TIKIpY Ta MAMKIpHOI KiaiTkoBuHY [13].

Habpsik kwucreit pyk, dhenomen PeitHo —
KJIACUYHI TPosiBU TiouaTKy XBopoou Ilapna, 3mi-
IIIAHOTO 3aXBOPIOBAHHS CIIOJIYYHOI TKAHUHU, CEPO-
JIOTIYHUM MapKePOM SKOTO € TTO3UTUBHI aHTUTIIA
10 U1-nRNP (pubonyxieonporeiny U1) [13].

MoHoreHHi aBro3anajbHi XBOPOOM XapakTe-
PU3BYIOTHCS TEPIOANMIHOIO TAPSIIKOIO 31 CUCTEMHU-
MU TIPOSBAMU Ta MTPOSIBAMU XPOHIYHOTO apTPUTY.

CimeiiHa cepeJ3eMHOMOPCBHKA  rapsyka
(CCr') (Familial Mediterranean Fever (FMF))
OIMCaHa MEePIIo0 cepejl yCiX aBTo3alaJlbHIX CUH-
npoMmiB y 1949 p. Myrartisg rena MEFV inentudi-
koBana y 1997 p. Ilpuuunoio poszsutky CCI
€ HasiBHicTh MyTanTHoro reia MEFV (MEditerra-
enian FeVer), po3mimenoro B KOPOTKOMY TLiedi
16-i mapu xpomocom. XBopoHa Ma€e aBTOCOMHO-pe-
LIECUBHUI TUII yCIAJIKyBaHHST; TeTEPO3UTOTU 1HO1
MaloOTh KJIIHIYHY CUMIITOMATHUKY. /[e610T 3aXBOpIO-
BaHHs y 50% BUIAAKIB BiOYBAE€ThCS 0 5 POKIB,
y 75—89% — no 20 pokis. Kiiniuni nposiBu cimeii-
HOI Ccepel3eMHOMOPCHKOI TapsuKy: TepiogudHa
rapstaka (CympoOBO/KYEThCS APTPUTOM, CEPO3UTOM,
GOJISIMHI Y KUBOTI Ta TPY/IHIN KJIITIIH ); IIKIPHI 3MiHK
Y BUTJISAJI €PU3UTIEIIOIIHOI epuTeMH, MiaJiTii; rera-
TOCIIJIEHOMeTaJist; Pi3Hi HEBPOJIOTIYHI Ta IICUXOHE-
BpoJtoriuni 3Minn. [nrepsan mix Hamagamu CCIT —
BiJl ZHIB [0 TWIKHIB, iHOomi MicaiiB. Ilarientam
YaCcTO MOMUJIKOBO TIPOBO/ISATD ATIEHIEKTOMITO, STKITIO
BYACHO He BUSBISIOTH IHIIUX IPOSIBIB XBOPOOH,
HANPUKIIAJ, TIOJICEPO3UTY, TJIEBPUTY, TIEPUKAP/IHU-
Ty, MOHAPTPUTY, HAOPSAKY KaJUTKH, ePU3UIIETIOII-
noro Bucumy. Ilig yac Hamamy, a y Oigbmrocti
MAIENTIB — i MK HaragamMmu, TocTpodas3oBi MOKa3-
nuky no3ntusHi. HaitBaxxunm yckmagennam CCT
€ PO3BUTOK AA-aMijioifiody 3 ypasKeHHSIM HUPOK,
HIKT, rmeuinku, ceae3iHKu.

linep-IgD-cunnpom (HIDS) — aBrocomHo-
pelecBHE 3aXBOPIOBAHHS, 3yMOBJIEHE MYTAIlIEI0
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reHa, 10 KOJyE (epMeHT MeBaJIOHAT-KiHA3Y.
lnep-IgD-cunapom criocrepiraerbest y paHHbOMY
IUTsIIoMy  Biti, aebior — g0 10-piuHOrO BIKY.
Yuepme 3axBoptoBanHsi onucano B 1984 p.
y HIECTU JAHChKUX MAIIE€HTIB, SIKI MaJu TPUBAJIUIL
aHaMHe3 TOBTOPHUX TilTepTePMill HesICHOTO TeHe3y
ta migsumienns IgD (6Giabme 100 Mo/mi).
Ile 3yMOBMJIO TIEpIy Ha3BYy XBOPOOM — <«IaHChKa
rapgukas. limep-IgD-cunapom TpamasgeTbes
yacrile y JIaHIliB, TOJIAH/IIB, dhpanilysis. [Ipu-
YUHOIO € MyTallisl FeHa, 1110 BiIIOBiJIa€ 3a MeBaJIO-
nat-kinazy (MVK) na xpomocomi 12q24. Ogaum
i3 MeXaHi3MiB PO3BUTKY IIbOTO 3aXBOPIOBaHH
€ TI0sBa HAIA/(iB i3 HATPOMAJKCHHAM MEBAJIOHO-
Boi kucyoru. Ilixsumienns I1gD e emicdenomenom.
Y kniniyniil kapTuHi rinep-IgD-cunapomy momi-
HYIOTb PEIUINBHI TapIUIKN TPUBATICTIO 4—6 MHIB,
muiiHa JimdageHonariss, 6o B KUBOTI, 6o
roJIOBU, HY/OTA, apTpajirii i apTpuTH, BUCHUIIU,
OopaJbHi Ta TeHITaJabHI BUPA3KHU, TeTaTOCIIIIEHOME-
rajist, mMo3uTUBHI JjabopaTtopHi TOCTpO(ha3oBi
MOKa3HUKM, SKi MK HalagaMu XBOPOOW 3HAXO-
IAThCS Yy Mexax HopMu. MeBasonoBa anuaypis
Ta rinep-IgD-cunapomM penpeseHTyIoTh /[Ba MOJII0-
CH KJIIHIYHOTO CITeKTpa OJHOTO 3aXBOPIOBAHHS.
JlaGopaTopHa AiarHOCTUKA IOJISITAE Y BUSIBJICHHI
migBuienns pisas [gD (HenoctiitHo), miBAUIIEH-
HS KITBKOCTI MEBAJOHOBOI KUCJIOTH Y Cedi [
yac TilepTepMiuHUX HAIa/IiB.

Cunzapom, acoiiiioBaHuii i3 penentopamMu 1o
¢axropa Hexkpo3dy nyximH (TNF-receptor-asso-
ciated periodic syndrome-TRAPS), € aBrocom-
HO-JIOMIHAHTHUM 3aXBOPIOBAHHSIM, 3yMOBJICHUM
myTarieio rena TNFRSF1A, mo wmictuthesa Ha
KOpPOTKOMY Tiedi 12 mapu XpoMOCOMH i KOZY€E
pertenitop 1 tumy g dakrtopa HEKPO3Y MyXJIUH
(OHIT). Yuepme TRAPS onucanuii B ipiamj-
cpkiit cim'i. Ilisuime fioro OyJ0 BUSBJIEHO
B adhpoaMepUKaHIliB, STTOHITIB 1 METTKAHIIIB Cepe/I-
3eMHOMOPCBhKOro Gaceiiny. Cepe/Hiii Bik TOYaTKY
3aXBOPIOBAHHS — 3 POKW, HaNaJW TapsiyKu TPU-
BaioTh 5—6 TwxkHiB. Ilix yac Hamamy rapsuku
criocrepiraroth 6011 y M'si3ax, 00J11 y JKUBOTI, BUCH-
nu, mapaopOiTanbHuil HAOPSAK 1 KOH'IOHKTHBIT,
MICEBONETIONIT. Y 25% BUMAIKIB PO3BUBAETHCS
aAMLJIOII03 HUPOK 1 MeYiHKY, 110 MOKE MaTH JIeTaJlb-
He 3aBepileHHs. Y J1abopaTOpHUX 00CTEKEHHSX
BUSBJISTIOTH IO3UTUBHI TOCTPO(a30Bi TOKA3HIKHA —
nigsuiiensst IIIOE, CPB, ¢ibpunoreny, dhepuru-
HY, HEHTPOMDIIbHIIA JTEHKOIMTO3 1 TPOMOOIMTOS.

Kpionipun-acouiiioBaHi epioAuyHi CHHIPOMHU
(Cryopyrin-Assotiated Periodic Syndromes —
CAPS) 00'eanyioTh ciMeitHy XOJOIOBY KpPO-
nuB'sHKy, cuaapom Maxkia—Bemnca (Muckle-
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Wells—Syndrome) ta CINCA-curapom (Chronic
Inflammatory Neurological Cutaneous Articular
Syndrome).

CAPS 3ymosneni mytanieio B NLRP3-reni
(CIAS1-ren) na xpomocomi 1q44. Tun ycnaz-
KyBaHHS — aBTOCOMHO-ZIOMIHAHTHUN. Yci Tpu
cunzpomu i3 rpynu CAPS xapakTepusyoTbcs
pPaHHIM TOYAaTKOM, PENWJAUBHUMU €I1i30/[aMu
TapsSYKd, YPTUKAPHUM BUCHUIIOM, TIUPOKUM CIIEK-
TPOM ypaskeHHs CyriobiB — Bix aprpairiii 10
PEIUINBHOTO i IEPCUCTYIOYOTO apTPUTY.

CINCA-cunapom € HaiiBax400 G(OpPMOIO
CAPS-cunzapowmis. [lnsg CINCA-cunpomy TUIIOBI
ermi30/Ii TapsiuKy, «KOPENnoAiOHOTO» BUCHILY, XPO-
HiuHe ypaskeHHsI Cyrio0iB i3 TUITOBUMHU 3MiHAMU
Y BUTJISIJII BKOPOUEHOTO pocTy MeTadizis Ta emidi-
3iB mOBruX TpyO4yacTwX KicTOK. XBOpi MamoTh
neBHi 0coOMBOCTI OyZOBM: CiIIOBUAHMIT Hic,
OIlyKJie 4OJIO, HUKHI Ta BEPXH1 KIHI[IBKHU Jell0
BKOPOYEHi Ta MOTOBITEHI, BIAMITaEThCS 3aTPUMKA
pocty. CriocTepiraloTb CHUMETPUYHI apTPUTH
KOJIIHHUX, TOMIJIKOBO-CTYIIHEBUX, JIKTbOBUX
i mpoMeHeBO-3all' ICTKOBUX cyIa00iB. Y BCiX XBO-
PUX CIIOCTEPITAETLCA TONIKOKEHHS HEPBOBOI
CUCTEMH BHACJIZIOK XPOHIYHOTO aCENTUYHOTO
MEHIHTITy, PO3BUBAETHCS HEHPOCEHCOPHA TIIyXO-
Ta, CIIACTUYHA IATLIETiS I eniyienTuOPMHII CUH-
IpoM. Y TIOJIOBUHU XBOPUX BUSBJICHO XPOHIUHUN
nepesiHii yBeiT i MPOTPEeJiEHTHY BTPaTy 30pYy
yepe3 aTpodito 30poBoro HepBa. CriocTepiraioTh
3amajibHi 3MiHN y cKyIomoAi6HOMY Tisti. ITigBuien-
Hd BHYTPINTHBOYEPENTHOTO TUCKY TPU3BOJUTH
710 TII3HBOTO 3aKPUTTS BEJTUKOTO TiM 'sTUKa, (hOpPMY-
BauHg Tigponedarii. Haigactimmm dataabanm
YCKJIaJICHHSIM € PO3BUTOK aMijIoifo3y OaraThbox
OPTaHiB.

Jlumme y 65—75% XBOpuUX 3i CHHIAPOMOM
Makn—Besca BuABJAAIOTL MyTallilo y TeHi
NLRP3, y immmx XBOpux € JoTernep HEBioMi
MyTallii, mo TPU3BOAATH a0 akTtuBailii IL-1p.
s cunpomy Maki—Besica TUIIOBUMU € HATaau
TapsTYKK TicJIs TTPOBOKAIIil XOJ0I0OM i BUCOKUMH
TeMIlepaTypaMH, CTPECOM, OJTHOYACHO 3 aPTPUTOM
i KOH'IOHKTHUBITOM. Y XBOpPUX 31 CHHJIPOMOM
Maxsn—Bejca 9acTo po3BUBAEThCSI HEHPOCEHCOP-
Ha IJIyXoTa. TUTOBUM € PO3BUTOK HAIay Tapsid-
KU, 10 CYTPOBO/IKYETHCS KPONUB' SHKOIO, M 5130~
BUMHU CYTJI000BUMU OOJISIMU @K /IO PO3BUTKY
apTpUTIB 1UX Cyrjao6iB. TUMOBUM TOMIKO/KEH-
HSM O4Yeil € PO3BUTOK KOH'IOHKTUBITY, OJHAK
B OKPEMMX BHUTIQ/IKaX MOXKE PO3BUBATHUCH ETTiCKIIe-
puT Ta yBeiT. ¥ XBOpHUX 3i cHHIpOMOM Maki—
Besica crocrepiraiorbcst MirpeHernogioni roJoBHi
6omi. Hamaam rapssyku  CYMPOBOIKYIOTHCS
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MOSIBOIO MO3UTUBHUX JabOpaTOPHUX MapKepiB
3ananenusa. HagBHICTb TOCTIHO MiZABUIIEHNUX
roctpoda3oBUX MOKA3HUKIB acolliiioBana 3 pU3u-
KOM PO3BUTKY CHCTEMHOTO aMiJioiflo3y, KOTpHil
PO3BUBaEThCs IPpUOAN3HO Y 20% HalieHTiB.

CimeiiHa X0J1010Ba KPOIUB' STHKA [IPOSIBJISIETH-
cd emi3o/laMy TapsyKu U apTpadiriii i BUCHUIIOM,
HOMIOHUM 10 KPOIIMB SIHKM, IO HPOBOKYETHCS
BITMBOM Xosony. [leprri mpogBu 3axBoproBanHsg
3'SIBJISIIOTBCS TICJIsI HAPOJKEHHST ab0 BITPOIOBIK
nepmwmx 6 micsiiB kuTTs. [lopisusgao 3 CINCA-
CUHAPOMOM KJiHIUYHA KapTUHA € Jerinofo. Ha mep-
MU TJIaH BUCTYINA€E KJiHIKa ITPOBOKOBAHUX
XOJIOIOM YPTUKAPHUX 1 MAaKyJIOMAYJISPHUX TeHe-
paTi30BaHUX BUCHUIIIB, IO CYNPOBOIKYIOTHCSI
cBepbinHsaM Ta BiguytTsim nedii. Cepex iHImmnx
KJIIHIYHUX TTPOSBIB CITOCTEPITAIOTHCSI KOH TOHKTH-
BIT, Hamajy IIOTOBU/IJIEHHS Ta BTOMMU, T'OJIOBHI
60JTi, BiAYyTTS crparu i 3armaMOpOYeHHsI TOJOBH
[8]. TIpu mabGopaTopHOMY 0OCTEKEHH] BUSBISIOTH
MO3UTUBHI rocTpodasosi nmokazuuku. OaHaK aMi-
J10i7103, mopiBHsAHO 3 iHIIUMHI CAPS-cunapomamu,
CITOCTEPITAETHCS PiAKO.

iarnoctuka CAPS-cuHApPOMIB TPYHTYETHCS
Ha TUIIOBIN KJIIHIYHIN KapTUHI, JJaHUX CIMEHHOro
aHaMHe3y Ta BUABJIeHHI myTarii y reni NLRP3.
YacTrM € pO3BUTOK CIOHTAHHUX MyTalliil. BizcyT-
wictb myTartii y reni NLRP3 y 50% Bumnazakis cBiz-
YUTh TPO TOKMW IO HEBiJOMi MyTallil Ta iHIII
npuyuHHI pakTopy Ha MUIAXyY akTuBarii [L-1.

Cungpom PAPA (PAPA syndrome (pyogenic
sterile arthritis, pyoderma gangrenosum, acne))
€ 3aXBOPIOBAHHAM, CIIPUYNHEHNM MYTAIli€I0 TeHa,
mo koaye CD2-38's3ytounii mpotein 1 (CD2BP1)
abo PSTPIP1. 3axBoproBants MaHidecTye 3 1mio-
TeHHOTO TaHTPEHO3HOTO KiCTO3HOTO aKHe Ta
MOTEHHOTO TAHTPEHO3HOTO CTEPUITBHOTO aPTPUTY.
[IposiBu apTpuTy 3'4BJSIOTHLCA BXKE Yy PAaHHBOMY
JIUTSYOMY Billi — TOIMKO/KEHHS 2—3 cyriao6iB
i3 PO3BUTKOM 3HAYHOTO CUHOBIITY Ta JECTPYKILil
XpAIIa, 0 HATa/ly€ CENITUYHUI apTPHT.

DIRA (Deficiency IL-1-Receptor Antago-
nist) € aBTOHOMHO-PEIECUBHUM 3aXBOPIOBAHHAM
i3 HemocTaTHicTIO aHTaroHicta perenTtopa I[L-1.
3axBOpIOBAHHA PO3BUBAETLCA Biipa3y TMmicad
HapOJIKEHHSI 3 MYJIbTHU(OKATBHOTO OCTEOMIEIITY,
[IepiOCTUTY, MYCTYJIbO3Y HA TJIi MOCTIMHO IIiJ[BU-
MEHNX TOCTPO(da30BUX TOKA3HUKIB. Y pasKeHHS
MIKIPU Y BUTJISII 3TPYIOBAHUX [PIGHUX MyCTYJI
abo TeHepaJi30BaHOIro IycTyabo3y. KicTkosi
TTOTIKO/IKEHHS TTPOSIBIISAIOTHCS OCTEOTI30M, erridi-
3apHOI0 OAJIOHHOWO TPAHC(HOPMAIIEID TUCTATBHUX
i IpOKCUMAJIbHUX BIiAJIIB JOBIUX KiCTOK, pebep
Ta KJII0YNIli. XBOPI 3 IIUM PiJIKICHUM 3aXBOPIOBaH-
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HAM MaIOTh XOPOIITY Bi/IMOBI/Ib HA 3aMiCHY Tepartiio
pekombinanTHuM anTaronicrom 1L-1 (anakiupoio).

PFAPA-cunapom (Periodic Fever, Aphtous
stomatitis, Pharyngitis and Adenopathy syn-
drome) Mae HeBCTAHOBJIEHY €TIOJIOTIIO 1 THIIOBY
KJIIHIYHY KapTUHY — TepPioAndHy TapgadKy,
apunriT, muitHui giMdaneHit, ahTo3HMIT cTOMa-
turt, aprpasrii. [[ns PFAPA-cunnpomy xapakrephi
PENNINBHI €ITi301 TapIIKT TPUBATICTIO 3—6 MHIB
KokHI 2—-6 TwxkHiB. /liaTHO3 TPYHTYETHCSI
Ha CYKYITHOCTI KJIHIYHUX JaHux (mepiogwmdHa
rapsJka, apTo3Hui CTOMATHUT, TMHUiTHA JTiM@aseHo-
naTisi, papuHriT), MOYATKY /10 5-PiYHOTO BiKY IpH
3amepeuedti iHGEKIH BepxXHIX AWXAJTbHUX
HNJISIXiB 1 nuKIiunoi Heiitporenii. Dapunrit €
HaWYyacTillUM CUMIITOMOM, SIKUH CYIIPOBOMIKYE
namaan rapsykn y xsopux 3 PFAPA. Cromartut
XapaKTepU3YyEThCsT ApiOHUMU BUpPa3KaMu, SIKi
3'SIBJISIOTHCSL B JleHb rapsiyku abo Tepen Heto
Ta camocTifino rogatbed. [ligmesnemoBa miMmdame-
HOTMATIS 3'SIBJSIEThCA MMiJl Yac HamaJy Tapsiuku, a
IicJist Hel perpecye.

YTIpomoB:K ocTaHHIX POKIB OIMMCaHi HOBi aBTO3a-
nanbHi cuaapomn — DITRA (Deficiency of the
IL36 Receptor-Antagonist) ta CANDLE (Prote-
asome associated autoinflammatory syndromes).
DITRA € pinkicuum KUTTEBOHEOE3MEUHIM 3aXBO-
PIOBAHHAM, 1110 TIepebirae 3 BUCOKOIO TillepTepMi€io,
MYJbTUCUCTEMHUM 3alTaIeHHSIM Ta YPaKEHHIM
MIKIpY Y BUTJLSAL uy3HOI TinepTepMil Ta 1icopia-
somomibauM Trycryabo3om. Jlist CANDLE xapak-
TepHi Tapguka, GhioJeToBi MISMU, aPTPUT, TTAHIKY-
Jit, pinoauctpodist 06nyYst Ta GOTOUNIT MiO3HT.

3. Aprpur a60 6iib y cyriobax He3anajibHOro
MOXO/’)KEHHS

Y 10-20% pmiteit € ckapru Ha XpOHiYHI abo
PELUANBHI M'sI30BO-CKeJIeTHI G0JIi He3amaabHOTo
noxo pkerHs. HaitgacTiniolo npuyuHoio € rinep-
MOOLTBHICTD Cyra06iB. TiepMoOiIbHICTD CyTT0-
6iB € HACJIIIKOM HasIBHOCTI HAMipHOTO Jialla3oHy
pyxiB Ta crocrepiraerbest y 10—15% 3mo0poBux
miTeil, a TEePMiH <«CHUHAPOM TrinepMoOiIbHOCTI
CyrI06iB» BXKMBAEThCS 32 YMOBY HassBHOCTI rinep-
MOGIJIBHOCTI CYTJI001B, IO CYTPOBOKYETHCS M'sI-
30BO-CyTrJI060BUME OOJISIMHU, SIKi HE MarOTh iHIIOI
npuanHi [6].

CunzgpoM rinepMobiIbHOCTI CyriobiB MosKe
OyTH TOB'SA3aHUI 31 CHAJAKOBUMU PO3JIajaMu
CITOJIYYHOI TKaHWHM, a TePMiH <«I06POSKICHUIT»
BUKOPHCTOBYETHCST HA BiZIMIHY Bijt Oi/bIn cepiios-
HUX Ta IHOTEHLIINHO HeGe3IeYHUuX I KUTTSA
CUHIPOMIB, Takux sk cuHzapom Ehlers—Danlos,
curapom Marfan i curapom Loeys—Dietz.
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OCHOBHMMU CKapramM¥u iTel i3 rinepMobibHi-
crio cyriobiB € Oub, KU MOYUHAETHCS ITCJIsS
(isuuHOTO HABAHTAXKEHHS, IK MTPABUJIO, JTOKAJI3Y-
€ThCS y CYTI00ax HUKHIX KIiHI[IBOK ITijl 4ac XO/Ib-
6u, TBUIIEHA BTOMJIIOBAHICTD, «TPICK» Y CYTJIO-
6ax, Moke OyTH HasgBHICTH MPUITYXJIOCTI Cyroda
BIIPOZIOBK JAEKiJIBKOX TOAWH YU JHIB, MOXYTh
PO3BUBATHCS BUBUXHU YU IMJABUBUXK CYrJI00iB Ta
6isb y criuHi. Y miUIiTKIB i3 CHHAPOMOM TiliepMo-
61IbHOCTI CYTJI00IB MOJKYTh PO3BUBATHUCS T103aCYy-
r060Bi MPOSIBU: 3armop, aiapes, MOCTypajibHa
TaxiKapis, OpTOCTaTUIHA HETIEPEHOCUMIiCTh, TTOSTBA
CUHIIIB 1 CTPUIB Ha IIKIipi, IBU/IKA BTOMJIIOBAHICTb.
Jlnst iarHOCTUKYM CUHAPOMY TilmepMoOiIbHOCTI
cyr106iB BUKOPHUCTOBYIOTH «Beighton test».

Tepmin «6oui pocty» OyB BBeleHUiT y Tejlia-
TpuuHy mpakTuky y 1823 p. dpaniysprkum
apikapem  Mapcenem  [liomanom  (Marcel
duChamp) aist onmcy HaWYacTINMX y IUTSYHA
MpaKTHIli GOJIIB HEe3aaIbHOTO MOXO/KEHHST Y HIK-
HiX KiHITIBKaX, 110 PO3BUBAIOTHCS Y MOIIKITBHOMY
Bimi. Xoua MATOreHETUYHOTO IOSICHEHHS OOJIiB
KIHIIIBOK y iTeil He GyJI0 3HaiifeHo, el TepMiH
3anumuBcd 'y mpaktuii [9]. Y nompasbiiomy
B JIIKapChKy MpPakTUKy OYB BBEAECHUN TEpMiH
«TOOPOSIKICHI iionmaTyHi MapoKCU3MaibHi Hid-
Hi 6oui KiHIiBOK y autsdomy Biri» (Benign
idiopathic paroxysmal nocturnal limb pains
of childhood), oxnaxk uepes ckmmaamicTh hopmyiio-
BaHHS Ileil TepMiH He NpukuBcd. «bomi pocty»
crioctepiraiotb y Bigx 6% mo 49,4% miteit Bikom
Bix 4 1o 14 pokis. Haityacrimoo ckaproto y HUX
€ BeuipHi 200 HiuHi 6011 y HIZKHIX KiHIlIBKaX, 0c00-
JIMBO TICJASI AHA 3 iHTEHCUBHUMH (Di3UIHUMU
HaBaHTa)KeHHAMM. [lallieHTH YacTto TpoKuia-
I0ThCsI BHOYI yepe3 Gijib y KiHIIBKaX, Haraz 000
MOKe TpuBaTH Bif 20 XBUJIWH 10 TE€KIJTBKOX TOTMH
i3 4acTOTOIO BiJl IEKIJIBKOX Pa3iB Ha THXK/EHD /0
OJTHOTO pa3y Ha Micsirh. OHaK TPUHITUTIOBOIO BiJl-
MIiHHICTIO «60JTiB POCTY» BiJl iHIIUX TIPUIUH OO0
y KiHIlIBKaX € BiJICYTHICTb IIUX CKapr BIIPOJIOBXK
JIHSI, HOPMaJIbHi aHi KJIiHIYHOTO Ta J1abopaTtopHO-
ro obcreskeHHst. JacTo y ux AiTell 10aTKOBO BUSIB-
JISTIOTBCST O3HAKHY TilepMobiibHOCTI cyrnobis [15].

IMaxigepmonepiocTo3d 3a3Buyail BUSIBJISIOTH
Yy XJOTMYUKIB-TIIITKIB Y BUTJLAI MOTOBIIEHHSI
MAJIBIB PYK i HIT, Iepeamiivas i romiakn. Kpim
TOTO, MOKYTh BUSABJATH MIHIMAJTbHUU BUIIIT
y cyrnobax, € o3Haku OrpybOiHHS puc 06JUYYs,
HaaMipHa >KupHicTh wmiKipu. Ile ayTocomHO-10-
MiHAHTHE 3aXBOPIOBAHHS, BUKJIUKAHE MYyTaIlisIMU
B reni SLCO2A1 [7].

IMirmenTHuii ButoHO Ay 1sipHMii cuHogiiT (IIBHC)
€ PIAKICHUM 3aXBOPIOBAHHSM, IO XapaKTepU3y-
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€THCS HAsIBHICTIO TillepBaCKYJISIpHOI Tpoidepa-
TUBHOI CHMHOBiajJibHOI 000/J0HKKM (MicTUTh Oara-
TOSIIEPHI TITAaHTCHKI KJIITHHU, Makpodaru i TeMo-
cujieput) y cyraobi, CyXoKUIbHIH 000JOHIL
i 6ypci. [IBHC wmoxke 6yru audysuum, Kosiu
BCSI CMHOBiaZbHa 000JIOHKA B CyTJIo0i ypaskeHa
abo JsokamizoBana. [IBHC — me, sk mpasuJo,
MOHOAPTUKYJISIPHE 3aXBOPIOBAHHS, X04Ya OMHUCAHI
BUITAJIKU ypaskeHHsT OaraTboX cyrjao0is. 3azBuyaii
ypaxkaloThCs BeJIHMKI CyrjioOu, Haituactime —
KOJIIHHI, TIJIEYOBi Ta KYJIBINOBI, OJHAK OYAb-SAKHIA
CUHOBIAJIbHMIT CyTI00 MOKe OYTH 3a/lydeHuil /10
naroJsiorivHoro mponecy. Koiniuni gani [IBHC
3aJesKaTh BiJl MIiCIIS Ta XapaKTEePU3YIOThCS MTOBIJb-
HUM TIOYaTKOM OOJTI0 3 HE3HAUHUM OOMEKEHHSIM
pyxiB y cyrio6i. IIpu mipoBeneHHi apTpoieHTe3y
CUHOBIaJIbHA PiJIMHA € KOPUYHEBOTO aO0 Y€PBOHO-
ro xoabopy. IIlo cTocyeTbecsa Bidyasisaiiii,
TO Pe3yJIbTaTH peHTTeHoTpadil ypaskeHoTo CyTIo-
6a MOXyTh OyTH HOpPMAJTbHUMU ab0O BUSBUTH
HecrienuiyHi 3MiHU, TaKi, sIK TiJABUIIEHA TIiJIb-
HICTb M'SIKMX TKQHWH, BTOPUHHA I10 BiJIHOLIECHHIO
70 CUHOBIaJIBHOI TirtepTpodii, i BUMIT. ¥YIbTpaco-
Horpadisd MOKe BUSIBJITH CHHOBIAJIbHY TillepTpo-
Gbito i HasgBHICTH BHYTPIIIHBOCYTIO60BOI PiANHU,
ajie pe3yJbTaTH I[bOTO OOCTEKEHHS HEe € CIie-
udivanmu. MPT € MeTozoM BUGOPY IS [iarHo-
CTUKHA ITBHC. 300pakeHHs  3a3BUYAll
NIEeMOHCTPYIOTh CUHOBIaJIbHY Macy 3 HU3bKOIO
inTeHcuBHIicTIO curHamy Ha T1- i T2-3Baskenux
pesknMax obcTekeHHs. /[iarHo3 MiATBEIKYIOTH
MIJITXOM TTPOBEIEHHS TICTOJOTIIHOTO 0OCTEKEHHS
GionTary CHHOBiaJbHOI OOOJOHKK 3 BUSBJIEHHSIM
$i6po3HOI cTpoMU 3 HaraTosIAEPHUMU IraHTChKH-
MU KJIITUHAMHU, KCAHTOMATO3HUMU KJIITUHAMU,
BUSBJICHHAM BHYTPIIIHbOKJIITUHHOTO 1 ITO3aKJIi-
TUHHOrO TemMocuaepuny. Bubip mikyBanHs —
CUHOBEKTOMisl.

3a HasgBHOCTI y [iTel, MTITKIB ab0 MOJIOINX
popocaux HabpsiKy cyraobiB abo oOMeReHuX
PyXiB y cyriobax 3a Bi/ICYyTHOCTI KJIIHIYHIX O3HAK
3amaeHHs CJIiJl PO3TJISAATH MOKIWBUN AiarHO3
MYKOIIOJIiCaXapu03y. Myxomnosicaxapuio3
(MIIC) € rpymnor piiKicHUX reHeTUYHUX po3Ja-
niB raikozaminormikany (I'ATl), Buramkanwit
nedinuToM akKTUBHOCTI crenudivHoro J1i30C0-
MaJIbHOTO (hepMEHTY, HeOOXITHOTO I erpaartii
AT, IIi 3axBOpIOBaHHSI MPU3BOAATH 0 HAKOIU-
YeHHS IJIKO3aMiHOIJIIKaHIB y JlizocoMax OisbIio-
CTl KJITHUH, IHAYKYIOUM IIpOrpecyioue ypaskeHHs
KJITUH 1 mosiopranny HempoctaTHicTe. MIIC,
B OCHOBHOMY, YCIaJKOBYIOTBCS ayTOCOMHO-pelle-
cuaNM msgxom. MIIC IT tuny mae X-3uerrenmit
UM ycnaakyBaHHs. Bakki ¢dopmu MIIC, nanpu-
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kJaf, cuaapom Xapaepa (Baxkka dopma MIIC 1),
MPOSBJISIOTHCSL BXKE€ Y PAHHbOMY JUTSIYOMY Billl
PO3BUTKOM BAKKUX COMAaTHUUHUX | HEBPOJIOTTUHIX
nposBiB. IIpu MeHm Bakkux dopmax, TaKUX SK
cunapom Illefie (arenyiioBana dopma MIIC I)
KJTIHIYHI TTPOSIBY MOKYTh PO3BUBATHCH MTi3HIIIIE, a
TAIiEHTH MAIOTh HOPMAJbHUH 1HTENeKT, BiICyTHI
nposisu gueMopdii o6anyust. CkeserHi i cyrio6o-
Bi aHOMaJIii € XapaKTepHUMK O3HAKaMU GaraThbox
turis MIIC. CkyricTb cyrio0iB i KOHTpPaKTypH,
10 PO3BUBAIOThC Yepe3 indinbrparriio Al cuno-
BiaJIbHOI 000JIOHKH, € yacTuM 1posiBom MIIC, ski
MOXYTb IMITYBaTH PEeBMAaTOJIOTIYHI 3aXBOPIOBaH-
Hd, Taki gk peBmartoiguuii aptput i FOIA. Kap-
MAJbHUI CUHIPOM PiIKO 3yCTPIYAETLCSA Y AUTUH-
CTBi, TOMY WOTO BUSIBJICHHSI y IUTUHU MOBUHHE
crionykatu Jgikapg 3amnigozputu MIIC. Hacto crio-
CTEpiTaloTh iHII CKeJIeTHI aHOMaJsii y XBOPUX 3
MIIC: cruromieni Tijia Xpe6IiB, OZOHTOIAHA Tillo-
IJ1a3is1, TOPaKO-TI0IepPeKoBUil Kihos, BeCI0moaioHi
pebpa, BeJIMKHUI Yepell i3 MOTOBIIEHHSIM HOTO BEPX-
HbOI YACTUHU, JAUCIJIACTUYHI TOJIOBKU CTETHOBOI
KICTKH 31 CILIIONIEHO0 areTalyJIolo i coxa vara.

Y nanieHTiB MOKYTh BUSBJATU aTJIaHTO-0ChO-
BY HeCTablIbHICTB i3 T IBUBUXOM, 1[0 MOJKE CITPH-
YUHATHA CTUCHEHHS CIIMHHOTO MO3KY 3 HEBPOJIO-
TFYHUMU YCKJIQJJHEHHSIMU, 3a3BUYAll, CIIaCTUYHUI
terpamapes. Crix samigospurn MIIC 3a massmo-
CTi MOIIKO/KEHHST CYT/I001B HE3aMAILHOTO XapaK-
Tepy 3/a60 oxHielo abo Oijblie TaKUX O3HaK,
K TIOMYTHIHHSI POTiBKH, IITyM Y CEPIIi, MyImKOBa
ab0 maxoBa IPIsKa, CHHIPOM KapHaJbHOTO TYHe-
JII0, PeluAuBHI pecrnipaTopHi Ta/abo ByIIHI
indexiii. /liarnos MIIC rpynTyeThca Ha BUMIpIO-
BanHi piBHsA ['Al' y ceui (ckpuHiHTOBHUIT TecT)
3 HACTYITHUM BU3HAYEHHSM aKTUBHOCTI (hepMeH-
TiB y $ibpobracrax, Jeikonurax, miazmi abo
cuposarii. /liarHo3 miATBep/KYIOTh ITPOBE/ICH-
HSIM TEHEeTHYHOTO obcTexkeHHs [12].

XBopo6a MDapbepa € piIKiCHUM Ji30COMATb-
HUM PO3JIAJZIOM, 1[0 BUHUKAE BHACJIIOK YCITaIKO-
BaHorOo MeinuTy (hepMeHTy KHCJIOI TiepaMifasu
(rena ASAH1) i HakonmueHHst JimigHoro cyocrpa-
Ty 1epaminy y kiituHax. XBopoba Mapbepa mae
HEOMHOPIAHUHN XapaKTep, KJIiHIYHI TPOSIBU
MOXKYTb OyTH BiJl BAJKKOTO (DEHOTHITY 3i TermaToc-
mreHoMeradmiero, ypaxxerausm [[THC ta nerenn, m'si-
30BOIO TIITOTOHIEIO 1 TPUBAIICTIO KUTTSI TIPUOIUZHO
OJIMH PiK JI0 TOMIpHOTO (heHOTHUITY, TKUIT 3a3BUYAl
BKJIOYAE TPUIYXJTICTh CYTJI006iB, KOHTPAKTYPH,
MiNKIPHI BY3JIMKH Ha CyT/I00ax, MKipi rosoBu
Ta/ab0 xpebra i He3BUYAHUIN 3aXPUTLIUIT TOJIOC.

Cunzapom Camptodactyly-Arthropaty-Coxa
vara-Pericarditis (CACP) — ue pizakicue ayTo-
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COMHO-PeTleCUBHE 3aXBOPIOBAHHS, BUKJIUKAHE
MyTaiisiMu B reHi nporeormikany 4 (PRG4), skuit
Komye Oimok JyOpunmu. Myraiiii rena PRG4
TIPU3BOJIATD 10 CHHOBIAJIBHOI Tineprsiasii i BTpaTu
MacTHIbHOT (DyHKIT To6puiinay. Y mHaiieHTis
i3 CACP ygacto momuskoBo miarHoctyeTbesd IOTA.
KaMnTogakTurisi crocTepiraéTbcsd B HEOHATATh-
HOMY IIepioJii, B TOI 4Yac SK apTpolaTis Po3BU-
BAETHCS B TTEPIITi POKU KUTTS. ¥ MAITIEHTIB HasdBHI
3TUHAJBHI jepopMallii TPOKCUMAJIbHUX Mixkda-
JIAHTOBUX CYTJI00IB 3 MEPUAPTUKYJISIPHUM MTOTOB-
IIEHHsIM, 301JIbIIeH] Y po3Mipax BeJHKi Cyrioou,
SIK TIpaBUJIO, KoJlinHi. CMHOBiaJIbHE TIOTOBIIEHHS,
3a3BHWYail, He MOB'sI3aHE 3 OOJIOYICTIO CYTrI00iB.
[ammMu TipostBAMU XBOPOOU € 0OMEKeHHsT PyXiB
y KyJbIIOBUX Cyr/o0ax i, B JeSKUX BHUIIAJKaX,
TTOTOBIIEHHS TepuKapaa 3 BumotoM. [Iudepemntri-
amist 3 IOIA mosdrae B TOMy, 1O y XBOPHUX
na CACP € wnopmanbHi 3amajibHi MapKepH,
1 IAIIEHTH He pearyioTh Ha MTPOTU3aabHi Impera-
patu. Pentrenosioriuna kapTuHa € TUIIOBOIO: COXa
vara 3 KOPOTKOIO IIMUKOIO CTErHOBOI KiCTKH,
3 HagBHICTIO y CTETHOBIN KiCTT[i BHYTPIITHbOKICT-
KOBUX KicT [1].

IIporpecyioua nceBaopeBMAaTOIIHA TUCILIABiSA
(Progressive pseudo-rheumatoid arthropathy
of childhood (PPAC) — piakicHa ckejeTHa auc-
TIasisg, sgKa XapaKTePU3YEThCS TMPOTrPecyiovoio
He3anaJbHOIO apTpoTaTi€to, Mo BIJIMBAE Ha-
camriepe]] Ha CyrJo00BuUil Xpsiill. 3aXBOPIOBAHHSI
Ma€ ayTOCOMHO-PeTleCUBHE YCTAJAKYBAHHS 1 BUK-
sukane myTatismu B WISP3 reni (Wnt1-inmyko-
BaHWN cUrHaTbHUI 1Uisax Ginka 3). KoiiniuxowO
03HAaKOI0 3aXBOPIOBaHHS € CKyTicTh Ta OiJb
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y baraThox cyrjao0ax, 30iiblIeHHsT MixKbaTaHro-
BUX Cyr/i00iB. 3a3Buyail mepiii 03HaKU 3aXBOPIO-
BaHHSI IIPOSBJISIIOTBHCS 3MIHEHOIO XO071010, MOSIBOIO
PYXOBUX TPYAHOIIIB, «HAOPSIKOM» MixK(aTaHro-
BUX CyIJI00iB, CKyTIiCTIO i, pizmre, 6orem. Mixkda-
JIAaHTOBI CyTJI00M, KOJiHA Ta CTerHa Haidacriiie
ypaxkaloTbcsl Ha TI0YaTKy 3aXBOPIOBaHHS, aJjie
MOJKJIMBE ITPOrPECUBHE 3ATyYeHHS Mailske KOKHO-
ro cyrio6a 3 PO3BUTKOM KJIACHYHOI KihoTHYHOT
MOCTaBU, 3 OOMEKEHHSIM PYXiB Yy JIKThOBUX
i KOJIIHHUX Ta MizK(DaTaHTOBUX Cyrio0ax. 3arajib-
Hi Mapkepw, K TMPaBUJIO, € Y MeXKaX HOPMU.
[Ipu peHTreHiBCbKOMY OOGCTEKEHHI BUSIBIISIIOTH
MeTacizapHe 30iJIbIIeHHS MisK(DaJTaHTOBUX CYTJIO-
6iB, 110 iMiTy€E «HAOPSIK» MiK(paTaHTOBUX CYTJIO-
6iB, KOPOTKY TIHIKY CTErHOBOT KiCTKH, 3BYKEHHS
cyTI000T0 TIPOCTOPY B KYJIBIIOBHUX CYTI00aX.

Bucuosku

1. CrexTp 3aXBOPIOBaHb, MPU JKUX AOIITHHO
MPOBOAUTU AUQEpPEeHIINANbHY /AIarHOCTUKY, €
JIOBOJII TITUPOKUH.

2. AptukyngpHa MaHidecTallis Moxke crocTepi-
raTucsl TpH 3alajJbHUX XBOPOOaX, aBTOIMYHHUX
po3nazax, MeTaboIYHIX 3aXBOPIOBAHHSIX Ta XBOPO-
6ax kicrok. Hesamasibhi cyrio00Bi 3aXBOPIOBaHHS
y ZiTeit MOKYTb HATQyBaTH PEBMATUYHI XBOPOOU.

3. JIuxoMaHKa SIK CUMIITOM TIOTPeOY€E peTeib-
HOI OIIHKHU, BKJIOYAIOYM TPUBAJIICTH, YACTOTY,
CYIYTHI CUMIITOMU 3 TU(EPEHIIHHOIO /[iaTHOCTH-
KOI0 3 iH(EKIIMHUMI, OHKOJOTIYHUMH, aBTO3a-
MaJbHUMHU Ta PEBMATOJIOTTYHIMK XBOPOOAMHU.
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MepBUHHI rinorammarno6yniHemii — HaiinoLumpeHiwi opMn NepBUHHUX iIMyHOAEMIUNTIB, WO CTaHOBNATL 6113bko 50% BPOMKEHOI natonorii iMyHHOI
cuctemn. BTOpuHHI rinorammarno6yniHemii BUHMKaKOTb BHACNIAO0K OHKOreMaTosoriyHNX 3aXBOPHOBaHb, MPUIAOMY iMYHOCYNPECUBHUX a60 NPOTUCYLOMHUX
npenaparis, eKCyLaTUBHOI eHTeponarii, He(POTUYHOrO CUHAPOMY. [TOLIMPEHICTb BTOPUHHOI rinoramMmarnobynidemii y 30 pasis nepesulLye MOLIMPEHICTb
NepBUHHOI rinorammarnobyniHemii. FONOBHUMM TepaneBTUYHUMI 3aBAAHHAMMU NPOBEAEHHS 3amiCHOI Tepanii npenapatamu iMyHOrno6yniHiB y nauieHTiB i3
rinorammarno6yniHemissMu € 3MEHLLEHHS 3aXBOPIOBAHOCTI, 36iNbLUEHHS TPUBANOCTI Ta 3a6€3MNeYEHHS HANBMLLOT AKOCTi XNTTS.

ICHYe HeOobXifHICTb Y NPOBEAEHHI KIiHIYHWUX LOCNIMKEHb 3 METOK OLiHKM edeKTWBHOCTI 3amiCHOI Tepanii npenapatamu iMyHOrno6yMiHiB y AiTel i3
NepPBUHHUMU AeddiLmTamMu aHTUTINOYTBOPEHHS Ta CTBOPEHHS YiTKMX PeKOoMeHAauii LoAo NpoinakTuKu YCKNaAHeHb PeKYPeHTHUX iHIeKLin, 30Kkpema
6POHXO0EKTATU4HOI XBOPOOM. KNiHIKO-IMyHONOriYHI NOKa3HUKN rinorammarno6yniHemii, ki po3BUBAIOTLCA Y MALIEHTIB i3 HECPOTUYHUM CUHAPOMOM Ta
iHTeCTMHaNbHO NiMchaHrioekTasieto, BUBYEHI HEAOCTaTHBO. Hapasi B YkpaiHi BiACYTHI YiTKi pekoMeHAaLii Ta NpOTOKOAM LOAO BEEHH: AiTeli i3 BTOPUHHUMK
rinorammarno6yniHemisivu.

ABTOpPM 329BNIAKOTH NPO BiAACYTHICTb KOHMNIKTY IHTEPECIB.

Kntoyosi cnosa: rinorammarno6yniHemisi, Aediumnt aHTuTin, iHgeKLiRHUA CUHAPOM, BPOHX0EKTA3N, AiTH.

Management of children with primary and secondary hypogammaglobulinemia
(literature review)

TA. Marunchyn, A.P. Volokha

Shupyk National Medical Academy of Postgraduate Education, Kyiv, Ukraine

Primary hypogammaglobulinemiae are the most frequent forms of primary immunodeficiency, count more than 50% of congenital pathology of the immune
system. Secondary hypogammaglobulinemia occur as a reason of hematological malignancies, intake of immunosuppressive or anticonvulsant drugs, exudative
enteropathy, nephrotic syndrome. The prevalence of secondary hypogammaglobulinemia is 30 times higher according to primary hypogammaglobulinemia.
The overall therapeutic goals of immunoglobulin replacement therapy are to reduce morbidity and mortality and to provide a patient with the best quality of life.
There is a need for clinical research to evaluate the efficacy of immunoglobulin replacement therapy in children with primary hypogammaglobulinemia and to
provide clear recommendations for the prevention of complications of recurrent infections, in particular bronchiectasis. The clinical and immunological indi-
cators of hypogammaglobulinemia that develop in patients with nephrotic syndrome and intestinal lymphangioectasia have not been sufficiently studied. Clear
guidelines and protocols for the management of children with secondary hypogammaglobulinemia are lacking in Ukraine.

No conflict of interest was declared by the authors.

Key words: primary and secondary hypohammaglobulinemia, antibody deficiency, infectious syndrome, bronchiectasis, children.

0Oco6eHHOoCTHN BeAeHus pneten c nepBv4HbIMU U BTOPUYHbLIMMU
runoramMmmarnooynmHemuamm (0630op nuteparypbl)

TA. Mapynyun, AIl. Bonoxa

HaunoHanbHas MeauUMHCKas akagemus nocneauniaomMHoro 06pasosaqus umenn M.J1. Wynuka, r. Knes, YkpauHa

MepBKYHbIE rMNoramMmarnobynHeMn — Hanbosnee pacnpocTpaHeHHble POPMbI NEPBUYHBIX UMMYHOAE(UUMTOB, OHN COCTABNAOT 0KONO 50% BPOXAEHHOI
naTosoruM UMMYHHOI CUCTeMbI. BTOpuYHbIe runoramMmarno6ynmHemMuy BOSHUKAKOT BCHEACTBUE OHKOTEMaTONOrMyeckux 3a60neBaHuin, npuema UMMyHO-
CYNPECCUBHBIX MW NPOTUBOCYLOPOXKHbIX MPEnaparos, 3KCCYAATUBHO JHTEPONATUM, HEPPOTUYECKOrO CUHAPOMA. PacnpoCTpaHeHHOCTb BTOPUYHOI r1noram-
marnobynuHemuy B 30 pa3 BbiLLe, 4EM PacnpoCTPAHEHHOCTb NEPBUYHbIX AeHULMTOB aHTUTEN006pPa30BaHMs. [MaBHbIMY TepaneBTUYECKMMM 3aa4aMin NpoBe-
[IeHNs 3aMecTUTENbHOI Tepanuu npenapatamn UMMYHOTMO6YSIMHOB Y NauNeHToB C runorammarnobynmHeMuaMu SBSIETCA CHIDKEHUE 3a60/1eBaeMOCTH,
YBENINYEHWNE NPOJOMKMTENHOCTY XN3HIM N 06eCNeYeHne Ka4ecTBa )M3HN. CyLLeCTBYET HEOOXOAMMOCTb B NPOBEAEHUMN KIIMHUYECKUX UCCNEA0BAHMNA C LIENbI0
OLEHKN 3(h(HEKTUBHOCTM 3aMeCTUTENbHOM Tepanuu npenapatamn UMMYHOrNOGYANHOB Yy AeTed C NepBUYHbIMKU AedouumuTamin aHTUTenoo6pasoBaHns
1 CO3JaHNe YETKUX PEKOMEHAALNIA B NPOPUNAKTIKE OCTOXHEHUIA PEKYPPEHTHBIX MHDEKLIMIA, B YACTHOCTU GPOHXO3KTATUYECKON 60NE3HU. KNUHNKO-UMMYHO-
NOrMYECKMe nokKasaTenn runoramMmarnobynnHemMui, KoTopble Pa3BUBAKTCA Y NALMEHTOB C HEe(POTUHECKAM CUHAPOMOM W WHTECTUHANbHOI
NNMDAHTNO3KTA3MeN U3y4eHbl He0CTATONHO. B HacTosLee BpeMs B YKpauHe OTCYTCTBYIOT YeTKMe peKOMeHAaLMN U NPOTOKOMbI N0 BEAEHUIO JeTel C BTO-
PUYHBIMU TUNOramMmmarnobynuHeMusamMu.

ABTOpbI 3a8BNAIOT 06 OTCYTCTBUAN KOHMDNKTA UHTEPECOB.

Kntoyesble cnosa: runoraMmmarnobynuHemmus, AeuUnT aHTUTeN, MHGEKLUNOHHbIA CUHAPOM, 6POHX03KTa3bl, AETU.

Kininiko-iMyHoJIOTiYHA XapaKTePUCTHKA JliTeil
i3 IEPBUHHMMH TINOraMMAarIo0yiHeMisIMH

[TepBuHHi rimorammario0y/iHemii — Hailo-
UpeHint GopMu MEepBUHHUX iMyHO/IeDITUTIB,
HapaxoByOTh 0Jn3bKk0 50% BPOIKEHOI HaTo/Iorii
iMmyHHoi cucremu. IlepBuHHI rimoramMmmarao0y-
JIIHEMI1 € TeTEePOTeHHOI0 TPYIOI0 /eeKTiB iMyH-
HOI CUCTeMHU, dKi XapaKTepu3yloThCsl HEJOCTaTHi-
CTIO TIPOAYKITi1 aHTUTIJ y BiJIIOBIZIb HA AaHTUTEHH,
1[0 TTPU3BOUTH IO YACTHUX iH(PEKIIITHIX YPasKeHb.
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Jlo HUX BiIHOCATHCS: araMMargo0yTiHeMist 3 Bifl-
cytaiMu B-mimdormramu, 3araibauii Bapiabesb-
HUH iMyHOZEDITTUT, IMyHOAEMITIAT 3 T ABUIIICHUM
pisHem IgM, cenextuBHmii gedinur cybKIacis
IgG, medinmut crermudiyHUX aHTUTI TTPU HOP-
MaJIbHi#l KiJTBKOCTI iIMyHOTJIOOYJTiHIB, TPaH3UTOP-
Ha rirorammariao0yrinemis [5].

PermausHi indexiii — e Haiinepuni KIiHivHI
MPOSIBU MEPBUHHUX TiloraMMario0y iHeMiii, 3a-
3BUYANl BOHU PO3BMBAIOTBCS HA 5—7-My Micsili
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SKATTS, TicAd 3HUKEHHS PIiBHA MaTepPUHCHKUX
antuTis. CrocTepiraroTbcss NMOBTOPHI iHGEKIIiT
BEPXHIX Ta HIKHIX AUXAJbHUX IIJIAXIB, CIIPUIN-
HEHi TpaMIO3UTUBHUMHU (ITHEBMOKOKH, CTpell-
TOKOKH, CTadiJIOKOKM) Ta TpaMHETaTUBHUMU
kancyapuumu (H. influenzae, MmeHiHTOKOKI) Gak-
tepisiMu. [HDeKIIHNIT CUHIPOM XapaKTepU3yETh-
€S BUCOKOIO YaCTOTOI0 Ta Ba)KKICTIO YCKJIAJTHEHD
(MacToimnT, XpOHIUHA OTOpEs, eMITliEMa TIJIEBPH)
[6]. Permmusui indexiii auxajbHOl cucTeMU
YacTO MPUBBOAATDH 10 PO3BUTKY OPOHXOEKTATHU-
Hoi xBopobu [5]. Kpim GakrepiaibHux 30yAHUKIB,
naiienTu 3 jgedinuraMu  aHTUTIIIOYTBOPEHHS
YyTJIUBI JI0 JIETKUX BiPyCiB — €HTEPOBiPYCiB, ap-
BoBipycy B19. 3okpema eHTepoBipycwm MOXKYTb
3yMOBJIIOBAaTU  XPOHIUYHWIN  eHIledasoMieiT,
PO3BUTOK BaKIIMHOACOIIHOBAHOTO TOJIOMIETITY
TiCJIsT BAaKIUMHAITIT JKUBOTO TTEPOPATBHOIO TTOJIIOMI€E-
JiTHOIO BakmuHolo. [ledki indexiiliai cuaapoMmu
TIpUTaMaHHi TIeBHUM JedinnTaM aHTHUTIJ, HATIPU-
KkJaan (atasbHUIT eHTEPOBIPYCHUI MeHiHTOeHIle-
damir y giteil 3 X-34eIeHOI0 araMMario0yriHe-
Mi€to [6], a xBopi 3 rinep-IgM cungpoMomM MaioTh
CXWJIBHICTB /10 Kputitoctiopuiosy [8]. limoramma-
ryo0yriHeMii BlacTHBa XPOHIYHA Jiapest i3 CHH-
apoMoM MasibabcopOitii. OQHIE 3 YaCTUX TIPUYIH
yPaKEHHSI KUIIEYHUKA MOKe OyTH XPOHIYHA
asmbriosHa indekiis [5]. BiacytHicTs Murmasm-
KiB Ta a/IeHO1/liB, TJIA3MaTUYHUX KJITHUH Y CJIU30-
Biii 000JIOHI[ KUIIEYHUKA J03BOJISIE 3alli03PUTH
HanBaxXay (hopmy AeilnTiB aHTUTLIOYTBOPEHHST —
CHAJKOBY TimoramMmarjo0ysiHeMilo. Y 4acTUHU
XBOPUX 3 MEPBUHHUMHU TiOraMMarjao0yiiHeMis-
MW PeUANBHI iH(EKITI pO3BUBAIOTHCS ITICIT TTep-
IIOT0 POKY JKUTTSA. KuliHIYHI MposiBU y XBOpPUX
Ha 3araJbHWil BapiabenbHMiT iMyHOMEDIIUAT
MOXKYTh OUNHATUCS Y Oy/Ib-sTKOMY Bitti [6].
Cepej yacTHX ayTOIMYHHUX ITPOSBIB 1eDillnTiB
AHTUTIIOYTBOPEHHST MOXKHA BUAIIUTH iiomaTiy-
HY TPOMOOIUTOIEHIYHY MYPIyPy Ta ayTOIMyHHY
reMoJIITUYHY aHeMito. [HII ayToiMyHHI 3aXBOpIO-
BaHHSA TaKOK CIIOCTEPITAIOTHCS Y TAIIEHTIB 3 TIep-
BUHHUMMU TIiIOraMMarjoOy/iiHeMisiMi, a came —
ayTOIMYHHUIT THPEOINT, IyKPOBHIi miabeT Tep-
IOTO TUITY, IOBEHINBHUHN iMIOMAaTUYHUN apTPUT,
CUCTEMHUI 4YepBOHUU BOBYAK, N€PMAaTOMIO3MUT,
3amajbHi 3aXBOPIOBAHHSA KHUINEYHUKA, aJIOTellis,
BiTuairo Tta raomepysonebput. Y TMaIi€HTIB
i3 saragpHUM BapiabeabHUM IMyHOAEDIIUTOM
ayTOIMyHHI TIOPYIIEHHST MOKYTb OyTH TEePITHMU
KJIiHIYHUMEU TposgBaMu. /0 ayTOIMyHHUX ypaskeHb
Y XBOPUX i3 3arajibHUM BapiabeabHuM imyHOpEDi-
[UTOM HaJiekaTh TaKOK IMePBUHHUNA OliiapHuii
[MPO3, ayTOIMYHHUI TeNaTUT Ta aHEeMisl, 3yMOBJIe-
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Ha jedinuTom BitTaminy B12, a y xBopux 3 rimep-
IgM cunapoMoM — ayTOIMyHHUI CKJIEPO3YIOUMIt
XOJIAHTIT Ta ayToiMmyHHa petunonatis [8]. [larien-
TH 3 TEPBUHHUMK TilloraMMariaoOysriHemMisasMu
MakTb CXUJIBbHICTD /10 aTotii [19]. [lo Heindexkiii-
HUX TIPOSABIB JeilUTIiB aHTUTINIOyTBOPEHHS
TAKOK HaJeKaTh XPOHIYHA TPOMOONUTOTIEHIsS
Ta HelTporeHid [6].

CmajkoBa rimoraMmarioOy/iiHeMiss Xapakre-
PU3YETHCI 3HUKEHHIM KiJTbKOCTI B-KiaiTuH
(CD19" a6o CD20") <2%, 3HUIKEHHSIM pPiBHS
CUpOBAaTKOBOrO iMmyHormobyminy IgG<2 r/m,
Bizcytuictio 1gM, IgA, IgE abo wHasiBHicTIO iX
y y’Ke HU3bKil KOHIEHTpaIlii, BiZICyTHICTIO i30Te-
MAarJIIOTUHIHIB Ta BiAMOBIAI Ha iMyHi3allifo GiIKO-
BUMU (MU TEpiliHUIT Ta TIPaBIEBUI aHATOKCUHU )
ta nosicaxapuaaumu (H. influenzae b, S. pneumo-
niae) auturenamu. IIpum rinep-IgM cungpomi
Ha T 3HWKeHOTO piBHSA IgG cmocTepiraeTbes
migumenns [gM na aBa crangapTHi BiAXWIEHHS
BiJl BIKOBOI HOpPMH, HOpMaJibHa abo0 IiJBHUINEHA
KijibKicTh B-kiuitun. [Ipyu TpaH3uTOpHiil Tinmoram-
Maro0ysiHeMii Kisbkicth B-kiituH Bignosigae
HOPMI, Bi/ITOBi/Ib HA BaKIIMHAJIbHI AHTUTEHU HOP-
MajibHa abo 3HWKeHa, piBeHb [gG 3HMKEHUIL.
Y miteit i3 TpaH3UTOPHOIO TimOTaMMArIo0yJTiHe-
Mi€l0 PiBeHb IMYHOTJIOOYJIIHIB HOPMAali3yEThCs
y Bimi 3—5 pokiB. /[0 iIMyHOJIOTIYHIX TTOPYIIEHD
XBOPHUX i3 3arajibHUM BapiabebHUM iMyHOIeDi-
IIUTOM HaJIeKaTh: 3HUKEHHS HA TOHAJ /[BA CTaH-
MapTHI BiaxuiaeHHd (2 cUTMHU) Bifl BIKOBOI HOPMU
JIBOX 13 TPHOX OCHOBHUX I30THUIIIB CUPOBATKOBUX
imyHorno6yainis (I1gG, IgM, IgA), BimcyrthicTb
isoremMarJIfOTHHIHIB Ta/ab0 HEJOCTATHS BiAIIOBIIb
Ha BaKIMHAJIbHI GIJIKOBI Ta MoJricaxapy/iHi aHTH-
reHu, HopMaJibHa ab0 3HUKeHa KiIbKicTh B-kriTun,
aHomautii kisbkocTi T-mimMdoruTiB Ta iX QyHKITIH
y dactunu mnarientiB [4]. [ledinutu cybrmaciB
IgG MoxyTh crocrepiratucss 6e3 3HWKEHHS
3araJibHOI CMPOBaTKOBOI KoHiienTpailii IgG [6].

Yupoposx 2002-2007 pp. vHa kadeapi auts-
yrxX iH(EKIMIHHIX XBOpoO Ta AUTAYIOI IMyHOIOT
HMAIIO imeni ILJI. Illynuka OyJo mpoBeaeHO
JIOCJTI/KEHHS, y SAKOMY B3sau ydactb 120 miteii
i3 IEpBUHHANUMHY AeDilUTaMi aHTUTITOYTBOPEHHS.
BuBuenns mepebiry mnepBunHux aedinutis
AHTUTIIOYTBOPEHHST ¥ CIOCTEPEKYBAHUX XBOPUX
[I0KA3aJI0, M0 CIaJKOBa rilroraMmmarao0yiHemis,
3arajibHuil BapiabesbHuil iMmyHOMEDIUT Ta iMy-
HozedinuT 3 miaBuIeHUM pisHeMm IgM xapaxre-
pU3YBAJIHMCh BUCOKOIO YaCTOTOID XPOHIYHUX
i peruanBHUX GakTepiaJbHUX iH(MEKIINH OPOHXO-
nerereBoi cucremu  (96,0-100,0%), BepxHix
nuxanbuux msxis (88,0—-100,0%), BaxKkux inBa-
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3UBHUX 1H(EKITii (cencuc, MeHiHTIT, OCTEOMIEIT) —
40,9%, mKipu Ta WiAMKIPHOI KJIITKOBUHU
(33,3-68,0%), cauzoBoi  00OJOHKM  OYeil
(y 14-33%) [3].

Kniniko-iMyHOJIOTiYHA XapaKTepPUCTHKA JiTeil
i3 BTOPHHHHMH TilIOraMMario0y iHeMisiMu

Bropunsi nedinuTi aHTUTINIOYTBOPEHHS (TiMO-
raMMarsio0yriHeMil) BUHHKAIOTh K BHACJIIOK
TTOPYIIEHHS TPOAYKITi aHTUTLT (OHKOTEMATOIOT Y-
Hi 3aXBOPIOBAHHS, TPUHOM iIMyHOCYTIPECUBHIX a60
MTPOTUCYIOMHNX TIPETapariB, Tepecaika KiCTKOBO-
TO MO3KY), TaK 1 BTpaTH aHTUTLT (eKCyAaTUBHOI
eHTeponarii, HehporuuHoro cunzgpomy) [11,14,28].

BroputHa rinoramMarioGysiiHeMist — 1ie Tiro-
raMmmarJyio0y riHeMist, M0 BUHUKAE BTOPHHHO BHA-
CJIIZIOK OCHOBHOTO 3aXBOPIOBaHHS ab0 HOro JIKY-
BaHHs (BKJIOYAIOYN TPAHCILIAHTAINIO KiCTKOBOTO
MO3KY) Ta XapaKTepU3Y€ETbCS 3HUKEHHAM PiBHSA
[gG wnwmxye pedepeHTHUX 3HAYEHb 1 XO0dYa
6 OHWM 13 HACTYIHUX KPHUTEpPiiB: HasBHICTH
B anamHe3i iHBazwBHOI in(exiii abo BakKoi
opmu iHdeKILii i3 3arpo30710 15T KUTTS (TTHEBMO-
Hisl, MEHIHTIT, CETICUC) 32 MUHYJIWH PiK; PEITUNB-
Hi iHbeKIii; HasgBHiCTH OpoHXOeKTa3iB [24].
Y nami€eHTiB i3 BTOPHHHOIO rimoraMMarsio0yJiiHe-
MI€I0 € PU3UK PO3BUTKY HEOE3MEUHUX IJIST JKUTTSI
iHdeKIiif, CHPUYNHEHNX KallCyJbHUMHU MiKPOOp-
raHi3MaM¥, TAKUMH K CTPENTOKOKHU i TeModisbHA
MandKa, SIKi B HOPMAJbHUX YMOBAaX HEUTPaIi3y-
10Tbca anTutigaMu. IlpuitoM iMyHOCyIIpecuBHUX
3ac06iB y TOEAHAHHI 3 KOPTUKOCTEPOIMHUMU
MIBUIIYE CXUJIBHICTh /10 PO3BUTKY TillOramMMa-
rioOyrinemii. Take JliKyBaHHsI, 3a3BUYall, BUKO-
PUCTOBYEThCA y TAITIEHTIB 3 ayTOIMyYHHUMHU Ta
HEONJIACTUYHUMU 3aXBOpIOBaHHAMU. Hanpuxias,
npernapar puTykcumab, SIKIii € MOHOKJIOHAJIbHIM
anTutiiioM no anTureny CD20, Bpaxae nepude-
puuHi B-kaiTuHu, npurHiyye ixX yTBOpeHH:
Ha JEeKIJIbKa MICAINB 1, TAKUM YMHOM, BUKJINKAC
TPAH3UTOPHY TiMOraMMarJao0yriHeMilo, sika MOXKe
HabyBaTH MEPCUCTYIOUOr0 XapakTepy. 3JOsKiCHI
3aXBOPIOBaHH, 0c00IMBO JiMbotpoidepaTuBHi
TTOPYIIEHHS, acOIliI0I0ThCS 3 PO3BUTKOM TillOTaM-
Marsio0yJiHeMil, 10 TOB'sI3aHO K i3 3JI0SKICHI-
CTIO, Tak i1 3 mpoBemeHnM JikyBanHaM [30].
lmoramMmMarioOysriHeMist, CIIpUYUHEHa BTPATOIO
6isKa, BUHUKAE Y TAIEHTIB 3 He(DPOTHUHIM CHH-
IIPOMOM, eKCyIaTuBHOIO eHTepomatieo. Hemo-
CTaTHICTb QHTUTILJ MPOABJISIETHCS TIIOTaMMAarJio-
OysiHeMiero (3HMKEHHSAM cepefHboro piBHs IgG
Ha JBa CTaHAapTHI BiaxwieHHst) abo (yHKIiO-
HaJIbHOIO TirmoramMMmar/oOysiHemieo (3arajabHUi
piBetib I1gG y Mexkax HOPMH, MPOTe BUPOOIEHHS
crenudiunnx a"nTuTia € HepocratHim) [30,33].
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IIpn 1npboMy maii€eHTH 3 BTOPUHHOIO Tilloramma-
rJI00YIIHEMIEID MOKYTbh OyTH (GE3CHMITOMHUMHU,
ase iM TIpUTAMaHHUN BUCOKUU PU3UK PO3BUTKY
BakkuX (opm irbekiit [30]. OcHoBHUME iIMYHO-
JIOTTYHUMU TOPYUIEHHIMU Y 1iTell 13 BTODUHHUMU
rimoraMMaryio0yJIiHeMisIMi € 3HWKEHHSI DPiBHS
CHPOBATKOBOTO IMYHOIJIOOYJIHY HIKUe <4 1/
[24,30]. ¥ xBOpUX, AKi OTPUMYIOTH IMyHOTEPAITiio
[PenapaToM PHUTYKCUMa0, CIOCTEPITaeThCsT 3HIH-
xenHst piBHg IgA, IgM, I1gG ta B-kiitun [24].

3a ganumMu  OPUTAHCHKUX  JOCJIJHUKIB
(M. Makatsori Ta cmiBast., 2014), y naiiesris, sKi
OTPUMYBAJU IMYHOTEpAIIio MpernapaToM PUTYK-
cuMald, PO3BUBAJIMCH PeIUAUBHI OakTepiajabHi
ta BipycHi indexiii. OCHOBHUMU KJIIHIYHUMU
npostBaMu OyJu iHMEKIii AuXxaJbHUX IIAXIB
(6poHXIT, MTHEBMOHISI Ta CHHYCHUT ), HAWYACTIIIIMMHI
s0ynuukamu — Haemophilus influenzae, Pseudo-
monas aeruginosa, Streptococcus pneumoniae
ta Klebsiella species. Cepen iHmmx iH(peKIiiHNX
3aXBOPIOBaHb OyJiM KOH'IOHKTUBIT, OTUT Ta 3ara-
JIEHHSI Ce4oBUX NLIsAXiB, miapes (Campylobacter),
ocreomiemit (Staphylococcus aureus). Y neskux
crioctepiranuch BipycHi iH(ekIii, BuUKJIUKAHI
Bipycom Varicella zoster ta Cytomegalovirus.
¥ TpboX malienTiB pO3BUHYBCS BaKKUI €HTEPOBi-
pycHuii MeHinroennedasnit. Piaine namieaTn xBo-
pinn Ha rpubKoBi iHMeKIil (KaHI1L03 CTPABOXO-
1y, JiereHeBWI acreprinbos) [21]. Y xBopux
i3 BTOPMHHOIO TilmoramMmarjao0yaiHeMi€el, sKi
OTPUMYIOTH JIIKYBAHHS MPEMAPaTOM PUTYKCHMAO,
icHye pu3uWK peakTuBaiii remaruty B [26].
YV naiieHTiB 3 ATPOreHHOO TilToraMMario0yJIiHe-
Mi€10, $Ki OTPUMYIOTh TIPOTHUEMIJENTHIHY,
iMmyHOCyTIpecuBHYy ab0 Tepariio MOHOKJIOHAJIbHIM-
MU aHTHUTiLIaMU, iHEKIiT MOKYTh OyTH BUKJIMKA-
Hi mapasurapanmu 30yanukamu (Giardia lamblia,
Cryptosporidium) Ta BipycHuMu areHtamu (1epcu-
CTyI0Ui eHTepoBipycu). bponxoektaTnyHa XBOPO-
6a € 4acTHM YCKJIaJHEHHSIM BTOPUHHOI Timoram-
marso6yrinemii [14].

Ha cyuacmomy erami KJIiHIKO-iMyHOJOTiUHI
MOKa3HUKH TiOraMMarjao0yriHeMii, siki po3BUBa-
IOTbCSI y TIAIIEHTIB 3 HE(POTUYHUM CHUHIAPOMOM
Ta IHTeCTUHAJIBHOIO JTiM@aHTioeKTa3i€o (CUHAPO-
MOM XeHHeKaM ) BUBUYEHI HEeJIOCTAaTHBO.

Oco06MBOCTI BeJieHHs JAiTeil i3 mepBUHHUMU
rinoraMmmarJi00yJIiHeMisiMu

BpaxoByioun iMyHOJIOTiYHI TOPYIIEHHS Ta KJIi-
HiYHI TIPOSABU Y [iTel i3 IEPBUHHUMU TillOTaMMa-
100yl HEMISIMY, BasKJIUBUM aCIEKTOM Y BeJIeHHI
TaKWX JIiTell € mpodisakThKa peluMBHUX iH(DEK-
i Ta JIKBiAAIisg TMPOSBIB XPOHITHUX 1HQEKITIN.
3azBuyail JI0TIOMOTa € MYJIbTUAMCIUILIIHAPHOIO
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13 3aTyUYeHHSAM Pi3HUX crerianicTiB. Jlo ocHOBHUX
METO/IiB JIIKYBaHHS JIiTell i3 IepBUHHUMU Jeditu-
TaMU aHTUTIJIOYTBOPEHHSI HasleXKaTb IIPOBEICHHS
peryJsipHOI 3aMiCHOI Teparrii penapaTamMu iMyHoO-
/100y JIiHIB, 3aCTOCYBaHHS MITPUMYIOYOI aHTHOIO-
tukoTtepamii [6]. TomoBHUMU TepanmeBTUYHUMU
3aB/laHHAMH 3aMiCHOI Teparlii mpenapatamu iMmy-
HOTJIOOYJIiHIB € 3MEHIIEeHHsI 3aXBOPIOBAHOCTI,
MO/IOBKEHHSI TPUBAJIOCTI JKUTTS Ta 3a0e3IeueHHst
HaBUIIOI AKOCTI KUTTS.

3amicHa Tepallis mpemnaparaMu iMyHOTJIO0YTi-
HiB TI0YaJIa TPOBOAUTHUCH Y XBOPUX i3 TEPBUHHUMH
rinoraMMaryio0yJIiHeMisIMU BiZTHOCHO HEI[OIaBHO.
Y 1952 p. Orzgen Bpyron movaB 3acTocoByBaTh
IgG, Buminennii i3 CMPOBATKYA KPOBI, 3 JKyBaJh-
HOIO METOI0 BHYTPIITHBOM'430BUM  MIISIXOM
BBEJICHHS y TAIIEHTIB 31 CMAJKOBOIO TilmOTaMMa-
rioOyriremiero. Jlume y 1980 p. 3'aBusmch mpe-
napari BHYTPIITHbOBEHHOIO IMYHOIJIOOYJIiHY
(BBIT). Ilpemapatu migmkipHoro imMmyHormo0y-
JIIHY TIMPOKO 3aCTOCOBYIOTHCS B €BPONEHCHKUX
KpalHax /I JIKYBaHHSI XBOPUX Ha [IEPBUHHI Tilo-
raMMmarso0yriHemil.

3amicha teparisg BBIT y miteii i3 nepBuHEIMEI
nedinutTaMu aHTUTITOYTBOPEHHS TTPOBOJAUTHCS
B no3i 300-800 wmr/kr mjomicans (KOXKHI
3—4 Twxui) Bupoaosx 2—4 rogun [31]. Cepenns
J03a TIperapariB IMiANIKIPHOTO IMYHOTJIOOYTiHY
y TAIIEHTIB 3 TIEPBUHHUMHU TilOraMMarjao0yiiHe-
Mmigmu cranoButh 100-200 mr/kr/Tuskiaess [29].
[licta BBemenna BBII' mBuako moTparmise
y CUCTEMHU KPOBOTIK, 110 TPU3BOJUTD /10 BUHUK-
HEHHS MKOBUX (HANBUINMX) KOHI[EHTpAIliil
iMyHOrI00YJIiHY B KPOBi, 3 SIKUMH IIOB'SI3yIOTb
MOSIBY CUCTEMHUX m1obiuHux peakitii. [Ipu
BBEJICHHI MperapariB iMyHOTJIOOYJIiHY TT/IKip-
HUM METOJOM BiJOyBa€ThCs TOBiLIbHA AnNDy3is
iMyHOTI00YTiHY 3 TKAHWH JI0 CUCTEMHOI IIUPKYJIst-
11i1, crabimizaimist piBas [gG Ta 3HUKEHHST 4acTOTH
CHCTEMHUX MOOIYHUX SIBUII] TOPiBHSTHO 3 BHYTPIIII-
HbOBEHHUM BBE/ICHHIM. 3aMiCHY Teparlio 1pera-
paramMy TiANIKIPHOTO iMYHOTJIOOYJTiHY MOJKHA
MPOBOAUTH B JIOMaNIHIX ymoBax. Hemosikamu
[[bOTO METOIY MOKe OyTH BUHUKHEHHS Mic-
[EBUX MOOIYHUX PeakIiif, HeoOXiaHICTh y OimbImn
yacTux iH(Yy3isgx Ta morpeba BBEAEHHS JIKiB
y Pi3Hi AiJAsHKK Tiga B oOMexkeHOMY 06'emi [31].
3amicHa Teparis TAMKIpHUM iMyHOTJIO0YTiHOM
€ Oe3reunuM Ta e(heKTUBHIM METOIOM JIiKYBaHHSI
MaIienTiB i3 TepBUHHUMU AeilluTaMW aHTHUTI-
JoyTBOpeHHsA. Pe3yabraTh  MPOCIEKTUBHUX
NOCTI/IZKEeHD, TIPOBEIEHUX Y XBOPUX i3 NIEPBUHHU-
MU TinmoramMmmargoOyJiHeMisIMH, CBig4aTh, 10 ii
e(heKTUBHICTh €eKBiBaJieHTHA 3aMiCHIN Teparmii
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nperaparamu BBIT y npodisakruii 6akrepiaib-
Hux indexiii [29].

Y pasi po3BUTKY ayTOIMYHHUX TOPYIIEHDb
y TAIiEHTIB i3 mepBUHHUM fedinmuToM B-kiaiTuH
JI03a IpenapariB iMyHOrJI00yIiHIB MOe OyTH
miaBuIeHa 10 1 T/KT A1 MOMiCIIHOTO BBEIEHHST
SIK JIOTIOBHEHHsT 110 GA3MCHOI Teparii mpu mep-
CHUCTEHTIii ayToiMyHHOTO Tmporecy. Konrmermtis
TepcoHai3aiii 103yBaHHsA 3aMiCcHOI Tepartii pe-
napataMu iMyHOTJIOOy IiHIB Habyja MIMPOKOTO
3aCTOCYBaHHS 13 TOSIBOIO MOHATTS GiOJOTTYHOTO
piBast IgG (To6TO TaKoOro, SKWil MOBUHEH OyTH
y maitienTa B Hopwmi) [12].

XpoHiuHe ypaskeHHS JieTeHb, 30KpeMa PO3BU-
TOK OPOHXOEKTa3iB, € OJJHUM 3 OCHOBHUX YCKJIajI-
HEHb BIIPOJIOBK KUTTS MAIIEHTIB 13 IIePBUHHUMU
nedinuTaMu aHTUTITOYTBOPEHHS, SKe YUHUTH
TIPAMUN BIJINB HA AKICTb IXHBOTO KUTTS Ta PiBEHD
cMepTHOCTI. BusHaueHHd dakTopiB, sIKi BILIH-
BAlOTh HAa PO3BUTOK TAKUX YCKJAQJHEHb, Hal-
3BUYAMHO BaKJIUBE s 1X TPOQIIAKTUKH.
[Topanpiie BUBYEHHS IIi€l maToJiorii y JiTei
i3 rimorammarioOyJiHemisiMu HeoOXigHe IS
Bupitiernst ganoi npobaemu [13]. YV cyuacHiii
MPaKTUI[ BUCOKI JI03U iIMyHOIJIOOYJIiHIB 3aCTOCO-
BYIOTbCA y TAIIEHTIB i3 TEPBUHHUM Ie(heKToM
B-kjaituH Ta OpOHXOEKTazaMH, XO0d4a ICHYE
HEJIOCTATHBO JIAHWX MIOZI0 B3AEMO3B'SI3KY PiBHS
cupoBaTKoBOro I1gG i3 possuTkoM abo mporpecy-
BAaHHAM YPaKeHHS HWKHIX AUXAJIbHUX IIJISIXIB.
[MamienTn i3 3arajbHUM BapiaGeJbHUM iMyHOjIE-
¢dinuroM Ta OPOHXOEKTATUYHOI XBOPOGOIO
MOKYTh OTpeOyBaTH YABIYI BUIIKX 103 TOPIBHSI-
HO 3 TmallieHTaMu 0e3 XPOHIYHOTO ypaKeHHS
JIeTeHb, 3 METOIO JIoCSATHEHHsI Buloro piBus IgG.
[TpuYKHOIO IIBOTO MOJKE OYTH i ABUIIEHUI PO3Ia]
abo BTpata imyHor100y.IiHiB. HeoctaTHbo 10CTi-
JKEeHb, ie 0yJ10 6 BKa3aHO ONTUMAasbHY 103y abo
IIJISX BBEJACHHS MpernapaTiB iMyHOTJIO0YJIiHIB,
SKi O MOBHICTIO TIEPENIKOKAIN PO3BUTKY, MPO-
rpecyBaHHIO OGPOHXOEKTa3iB abo 3HUKEHHIO
¢ynxkmii rerens [10]. Hapzuuaiino BaskjauBuM €
MUTAHHSI BYACHOI Ta TPaBUJIbHOI JiaTHOCTUKU
YPasKeHHsI JiereHb [6].

HesBaskatoun Ha 3acTocyBaHHS ONTUMAJBHOI
3aMicHOI Teparril mpemaparamMmu iMyHOTJIO0YJTiHIB,
YACTUHI MAI[IEHTIB 13 IEPBUHHUMMU TilIOraMMaryo-
OysiHeMisIMU 3 MeTOIO0 MPOMITAKTUKY PEIUINB-
HuX iHdeKiit Ta GPOHXOEKTATHYHOI XBOPOOU
NpU3HAYaThcs aHTHOAKTepiaJdbHi IHpernapaTu.
YiTKol TaKTHKHK 1010 aHTHOAKTEPiaabHOI mpodi-
JIAKTUKHU Y TIAIIEHTIB i3 TePBUHHUMU ziepiruraMmu
AHTUTIIOYTBOPEHHST Ha chorofHi He icuye [10].
Be6-onurysanns [37], nposenene y 2009 p. Komi-
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TETOM MEPBUHHUX iMyHO/eDilUTIB AMEPUKAHCH-
Kol aKkajiemil ajeprii, acTMH Ta iMyHOJIOT11, BUSBHU-
70, mo 90,2% KIIHIYHUX iIMYHOJIOTIB 3aCTOCOBY-
I0Th AHTUOIOTUKYM 3 MPODITAKTUIHOIO METOIO
SK JIOTIOBHEeHHS 110 3amicHoi Tepanii BBII. Hass-
HiCTH OPOHXOEKTATHUYHOI XBOPOOW Ta CHHYCHUTIB,
HacaMmIlepe/l Y 3MMOBHH 1epioji POKY, y Malli€eHTiB
i3 TIEPBUHHUMU JedilluTaMU aHTUTIIOYTBOPEHHS
€ HAMYaCTININMU TTOKA3aHHAMU 0 TTPU3HAYEHHS
npodinakruunoi antubiorukoreparrii [10]. € nani
IO/I0 PETYJSPHOTO 3aCTOCYBAHHS Y HUX TPUMETO-
MIPUM/KO-TPUMOKCA30JTy, aMOKCHUITUIIIHY, a3UTPO-
MIIIMHY 3 MeTOl0 HPOMITaAKTUKU PEIUIUBHUX
ingexiiii [6]. IcHye HeOOXimHICTD Y TIPOBEAEHH]
OLIBbIIO]  KIZIBKOCTI  KJIHIYHMX  OCJI/KEHb
3 METOIO OTPUMAHHS JIOIATKOBUX HAYKOBUX JIAHUX
Ta CTBOPEHHS YiTKUX pekoMenpaiiii [36]. Takox
icuye rimoGanmbHa TOTpeba onTHMIzalii 3acToc-
yBaHHs IperapariB iMyHOTJI00YIiHIB, BPaXOBYIO-
91 iX BUCOKY BapTicTh i oOMekeHe BUPOOHUIITBO
Ta, BOAHOYAC, IOTEHLiaJd A0 OiJIbII IIUPOKOTO
3aCTOCYBaHHS Yy MAIIEHTIB 13 IEPBUHHUMM IMYHO-
nedinmramu [37].

Crnenudiunmii imyHiTer y fiTeii 3 nepBUHHUMUI
rinoraMmarso0y iHeMisiMu

BaxsmBuM esieMeHTOM OIIHKYA TYMOPJIbHOTO
IMYHITETY € BM3HAY€HHS MOKJIMBOCTI TaIlieHTa
MPOAYKyBaTh crieliidiuHi aHTUTIIA 10 MIKPOOHUX
anturenis [6]. edinur aHTUTIIOYTBOPEHHS
XapaKTEePU3YEThCS 3HKEHHSIM PiBHS CUPOBATKO-
BUX IMYHOTJIOOYJIiHIB Ta/ab0 HE3AATHICTIO yTBO-
ploBaTU AaHTUTIJIA Y BiJANOBib HA AaHTUTEH.
VY nauieHtiB i3 penuaAuBHUMU OaKTepialbHUMU
iH(deKmiaMu, okpiM AediluTy CHUPOBATKOBUX
AQHTUTLI, CIIOCTEPITAETHCS TAKOK HENOCTATHICTh
iMyHHOI BiamoBiai Ha OigKOBI Ta/abo Tosicaxa-
PUAHI BakMUWHAJBHI aHTUreHu (AUbTEPId,
npaBellb, MHeBMOKOK) [25]. [ledimur mpoaykiiii
crrennMiTHNX aHTHUTIN Ha ToJicaxapu/Hi anTure-
HU MO’Ke BUABJISATHUCS Y TIAIIEHTIB 13 HOPMAJIBHOTIO
KOHIIEHTPAII€I0 IMYyHOIJIOOYJIiHIB Ta cyOKJaciB
[gG. [liarroCcTrKA TTOPYTIEHHS IMYHHOI BiZITTOBITI
Ha MoJIicaxapu/iHi aHTUTEHU MOKINBA TIPU BU3HA-
YeHHI MPOJAYKIN1 aHTUTIJ MicJsl BaKIUHAIL 1TOJIi-
CaxapuHOI0 TTHEBMOKOKOBOIO BakiuHoio. [leit
nedekT iIMyHHOI BiJIOBIiJli JiarHOCTYIOTD ITiCJIsS
JIBOX POKIB KMTTS, OCKLJIBKM aJleKBaTHA IMyHHa
BiZITIOBIZIb HA TIOJTicCaXapuAHI BaKIIUHA HE 3aBKAN
ITOBHICTIO PO3BUHYTA JI0 11bOTO BiKYy [6].

3axuIIeHicTh MAIliEATIB i3 MepBUHHUMHA fedi-
MATAMU AHTUTILJIIOYTBOPEHHS Bijl iHMEKIITHNX
30y/IHUKIB 3aJIeKUTh Bijl TIPUCYTHOCTI criernudiv-
HUX aHTUTLA y ipenaparax BBIT s 3abesneuen-
HS TPUBAJIOTO 3aXUCTY. [cHye HeBesnKa KiJbKiCTh
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MOCTiPKeHb 13 BUBYEHHS pIBHIB aHTUTII
no crenudivanX naroreHiB y npenaparax BBITL,
TaKOX HEAOCTaTHBO MAHUX TPO PiBHI crerudiv-
HUX QHTHUTIJI y TIAI€HTIB, AKi OTPUMYIOTH Pery-
JApHY 3amicHy Tepariio npenapatamu BBIT.
Bueni 3 bpasnmii gocaimxysanu nepearpancdy-
3ifiHuii piBeHb aHTUTIN 710 AU TEPIi, IIPaBIIst, KOPY,
BiTpsiHOI Bictm y 21 marieHTa 3 MEePBUHHUMU
nedinuTaMu aHTUTIIOYTBOPEHHS Ha PeTyJApHIl
3amicHiil Tepamii BBII' Ta y 3paskax mpenaparis
BBIT. ¥ Bcix naiieHTiB piBHI aHTUTIJI 10 TPaBILd,
KOPY i BITpsiHOI Bicrin OYJ/Iv 3aXMCHUMHU, Y YaCTHHM
3 HUX piBeHb aHTHUTLI 110 30yaHuKa audrepii OyB
cybontumanbHiM. KOHIIEHTpaIlist aHTUTIT TPOTH
IUX BaKIIMHOKEPOBaHMX 1HMEKIIii Oyna mpubans-
HO oiHaKoBOM0 y npenapaTtax BBIT pisHux Bupo6-
HUKIB, aJie criocTepirasacs pisHuIld PiBHIB CIIeI-
(iunux anTuTin y pizaux cepisix BBII' ogrOoro
BUPOOHMKA. Y JOCIKEHH] BCTAHOBJIEHA KOPEJIs-
i CUPOBATKOBOTO pPIiBHA AHTUTIJI i3 piBHEM
aHTHUTLI y 3paskax npenaparis BBIT no Beix 36yi1-
HUKIB, 32 BUHSITKOM TIpaBIld. BuanaueHo 10cTO-
BipHY KOPEJIAII0 aHTUTIJ 10 AU TEPiitHOTO aHTH-
reHy Ta Bipycy BITPSHOI BiCIU i3 3arajibHUM PiB-
HeM cupoBaTkoBoro IgG, Kopessilisa piBHS aHTH-
TiJI 10 aHTUTEHIB TpaBlsl Ta Kopy 3 piBHeM IgG
Gyna BincyTs [23].

O1iHKa SAKOCTI KUTTS Y JiTell i3 MepBUHHUMHU
rinoraMmarJo0yJriHeMissMu

«30JI0TUM CTaHJAPTOM» OIlIHKU SKOCTI JKUTTS
TAIIEATIB Y KT HIYHUX TOCTI/PKEHHIX € TTOKa3HU-
KU 3aXBOPIOBAHOCTI Ta CMEPTHOCTI. Y mejiaTpuy-
Hill TPaKTUIll HIUPOKO 3aCTOCOBYIOTHCS 3alIUTAIIb-
nuk Pediatric Quality of Life Inventory (PedsQL)
Ta 3alUTAJbHUK II0/I0 CTaHy 370POB'S iTel
CHQPF50 [18]. ¥V szamuramphuky PedsQL 23
KpUTEPIi OIIHKU SKOCTI JKUTTA MOiJIEeH] HAa YOTHU-
pu Karteropii: ominka ¢i3MuyHOro, eMOIIHHOTO,
COTIaTbHOTO cTaHy Ta (DYHKIIOHYBAHHS AWUTWUHU
B IIKOJI. Y jocuiikenHi, npoegenomy y 2013 p.
Z.P. Titman Ta criBaBT., [iTH 3 IEPBUHHUMU J1ei-
IUTaM¥ aHTUTITIOYTBOPEHHST MaJU BUIUN PiBEHDb
MICUXOJIOTIYHUX TOPYIIeHb, HiXK 3J0POBI ITH.
Taxok y HUX BUSBJIEHO BUCOKiI IMTOKAa3HUKUA €MO-
MIWHAX TOPYIIeHb, CKIAAHOINI Y CHITKyBaHHI
3 OJIHOJIITKaMHU, TillepaKTUBHICTb, IIPOTe BOHU He
MaJii MOBEJIHKOBUX PO3JaliB. | 1iTH 3 IepBUHHU-
MU TimoraMMario0y iHeMisiMH, 1 iXHi 6aTbKH MTPO-
JIEMOHCTPYBAJIM HU3bKUI PiBEHDb SIKOCTI KUTTI —
HIDKYNH, HIK Y 3/TOPOBUX JIiTEl Ta iTel i3 IyKpo-
BuM aiaberom [32]. HemomaBho omny6ikoBaHmii
OIJISA]| 13 3aCTOCYBAHHS IperapaTiB MiIIKIPHOTO
Ta BHYTPINIHBOBEHHOTO IMYHOTJIOOYJiHY y Tia-
LIEHTIB i3 nepBUHHUMU jedilluTaMu aHTUTIJIOY-
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TBOpPEHHSA BU3HAB JIKYBaHHS MiAIMKIPHUM iMyHO-
rJ00YJIIHOM €KOHOMIYHO e(heKTUBHIIINM BHACJIi-
JIOK 3MEHTIIEeHHS KiJTbKOCTi TPOITYIEHUX JHIB HaB-
qanus ta pobotu [20]. [TokasHUK SIKOCTI JKUTTST Yy
niTel i3 mepBUHHUMY JIeilluTaMu aHTUTIJIOYTBO-
peHHst OyB HAWBUIIMM TTOPIBHSIHO 3 iHITUMHU TI€p-
BUHHUMU iIMyHOZeDIIUTaMU Yy IOCTIKEHH], MTPOo-
BeneHomy A.B. bBonmapenko Tta cmiBaBT. Kpaia
SAKICTb JKUTTS y TIAIIEHTIB 13 AediluTaMu aHTUTi-
JIOYyTBOPEHHS, WMOBIpHO, 3yMOBJIEHA HASBHICTIO
PeryJIsIpHOI CTaHJAPTU30BaHOI 3aMiCHOI Teparrii
mperapataMu iMyHOrIo0yTiHiB [2].

Oco0smBoCTI BeleHHsT JiTeil i3 BTOPHHHUMH
rinoraMmarso0yJiHeMisiMu

[Tomupenicts BTOPUHHOI rimorammario0y-
JiHeMil Ha cboroniHi y 30 pasiB mepeBuUIILye MOMTH-
peHicTh epBUHHOI rimoraMMmariobytiaemii. ITpu-
YUHAMU 1IHOTO € IIBUIKE 3POCTAHHS Tepallii ayTo-
IMyHHUX, 3allaJIbHUX, 3JO0SKICHUX 3aXBOPIOBAHb,
sKa BIINBAE Ha B-KITITHHM, 30KpeMa 3aCTOCyBaHHS
npernapary putykcuMab. 3acTOCyBaHHS BUCOKUX
7103 IMyHOCYIIPECUBHUX TpPENapariB, JOBTOTPUBA-
Jle JTKyBaHHS CTepOilaMH, TPOBEeJeHHS Teparrii
iMyHOOIOJIOTTYHIMU TIpeTiapaTaMiu TPU3BOISATE /10
BUHUKHEHHSI SITPOTEHHOI TilToraMMarao0y riHeMil.
JIikyBaHHSI TaKUMWU TIpenapaTamu, SIK PUTYKCH-
Mab, i6pyTuHiO, KOPTUKOCTEPOIAU, CIPUYUHSIE
MIBATIIEHUTT pU3UK PO3BUTKY iHDexitii. Ctae Bce
OL/IbII Ba)KJMBUM BUPIIIEHHs AaHOi mpobieMu
Y 3POCTaIOu0i KiJIbKOCTI TaKMUX MAI[i€HTIB, a TAKOXK
BU3HAUEHHSA UYWHHUKIB PO3BUTKY BTOPUHHOTO
nediluTy aHTUTIJ, TOJIIIIEHHST CTPaTerii CKpU-
HIHTY, MOHITOPUHTY Ta JIKyBaHHS.

3rimrHo 3 pekoMeHAAIigaMu EBpPOMENChKOI
Arenuii 3 nikapcbkux 3aco6is (EMA) 3a 2018 p.,
3aMicHa Teparnisa npernapatramu BBIT y naiienTiB
i3 BTOpUHHUMHY TilIoraMmario0yIiHeMisIMUu MOKe
3aCTOCOBYBATHCh 3a HASBHOCTI PEKYPEHTHUX
indekiii, HeedexkTuBHOI aHTHOIOTUKOTEpAIIii
Ta,/ab0 1oBeeHNM Je(hEeKTOM BUPOOJIEHHS CIIEIH-
(biurMX aHTUTIN, 3HMKEHHSIM PiBHS CUPOBATKOBO-
ro 1gG<4 r/n. J/lo3a BCTaHOBIIOETHCSA IHAUBIIY-
aJIbHoO, ajie B cepepiiboMy ctanoButh 0,2—0,4 r/Kr
KOKHI 3—4 TuokHi. [24] Ony6uikoBaHi maHi 1momo
JIIKyBaHHS XBOPUX i3 BTOPUHHOIO TilTOTAaMMAarjo-
OyJriHeMi€r0, SIKi OXOILTIOITH IMHPOKHIT [ialazoH
JI03yBaHHS TPerapariB i IKIPHOTO iIMyHOTI00Y-
ainy Big 50 1o 200 mr/kr/tuxaens [36]. IIpose-
JIeHHsI 3aMiCcHOI Tepallii ITperapaTaMu MiANIKipHO-
ro iMyHOrJIO0YJIiHY PEKOMEHIOBAHO Y TAI[iE€HTIB
13 MHOKITHHOIO MIi€JIOMOIO Ta XPOHIYHOIO JTiM@O-
IIUTAPHOIO JIEHKEMIEIO 32 HASIBHOCTI 1H(MEKITIITHOTO
CUHIpOMY Ta HeeeKTUBHOCTI TTPOBEECHOI aHTH-
6I0THKOTIPODIMAKTIKH, & TAKOXK /[0 Ta TiCJsT PO-
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BeleHHS aJOTeHHOI TpaHCIJIaHTaIlil KiCTKOBOTO
Mo3Ky. Ilpu mpomy EMA migkpeciioe, 1o Taki
TBEPKEHHsT OYyTh AIHCHUMU JIOTH, TOKH edek-
TUBHICTh 3aMiCHOI Teparrii BBO)KaTUMEThCS JOBeE-
JIEHOIO Yy TAITIEHTIB 13 IEPBUHHUMU TilIOTaMMaryo-
Gyninemisimu [24].

BuBuenna 3amicHOI Teparmii TpemnapaTamu
BBII' He mpoBojnioch HIMPOKO Yy TAIi€HTIB
i3 rocTpoio JiM(pOOIACTHOIO Ta FOCTPOIO MIEJIOII-
HOIO JielikeMi€0. 3acTOCyBaHHS IHTEHCUBHOI
IHAYKIIHHOI xiMioTepanii y niTeld i3 TOCTPOIO
JMiM(bOOBIACTHOIO JIEHKEMIEI0 CYITPOBOIKYETHCS
BHUJKEHHSIM PIBHIB IMYHOIJIOGYJIIHIB BIIPOIOBIK
12 micanis [16,34]. ¥ HuUX TakoX BUSBJISETHCS
BHIZKEHHS PIBHS CrelUMIYHIX aHTUTLI 10 30y/1-
HUKIB andTepii, IpaBIis, KalIoka BIpooBx 104
THXKHIB TICAS IHAYKIIAHOI XiMmioTepamii [34].
KonreHTpalliss cMpoBaTKOBUX IMYHOIJIOOYJIiHIB
3aJunianach B MekaX HOPMHM Ha MOMEHT BCTaHO-
BJICHHS J[IarHO3Yy Ta HOPMaJli3yBajach depe3 Pik
micJist JTikyBaHHs y OibiocTi aiteit [16]. B inmux
JOCJIIKEHHSIX 3HMKeHHs piBHa 1gG 36epiranocs
BIIPOMIOBK 6—9 MiCAIIB MiCTT TPUTTHHEHHS XiMio-
Tepamii y giteil i3 rocTporo JiMdoLIACTHOIO
JieliKeMi€10, He3BaKalouM Ha HOpMaJi3alliio piBHS
B-xnitnn y mmasmi kposi [7]. Y mamienTis i3
TOCTPOI0 Mi€JIOIIHOI0 JieliKeMi€lo BinOyBaioch
BHUIKEHHS PiBHSI CHPOBATKOBUX IMYHOIJIOOYJIiHIB
IgA, IgM, IgG mopiBHAHO 3 BUXIAHUM piBHEM
Ha 15 JeHb THAYKIHITHOI XiMioTepartii, pu 1bOMY
piBerb [gG GyB 3HAUHO HYKYKMM Y JITE 3 rapsd-
KOIO TPUBAJICTIO TIOHAJ CiM IHIB Ta TPUOKOBOIO
indexkiieio [9]. 3 orysgay Ha Te, 1O y MAIli€EHTIB
i3 TOCTPOTO JIEHKEMI€I0, SIKI OTPUMYIOTD XiMioTepa-
mifo, BiOYBAETHCS TOPYIIeHHS B-KIITHHHOTO
IMyHITeTY, 3aCTOCYBaHHS 3aMiCHOI Tepallii Ipera-
patamu BBIT' 3 MeToio mpodiakTuKm peKypeHT-
Hux iHdexiiii BuBueno Hemocratubo. lle morke
OyT 0OYMOBJIEHO THM, IO OLIBIICTD 1H(MEKILH,
MO y HUX BWHUKAIOTH, TOB'S3aHI 3 OCHOBHUM
3aXBOPIOBaHHSIM a00 HEHTPOINEHIEI0 Ha TJIi TPOBeE-
JIleHHs XimioTeparii. XBopuM i3 rocTpoio Jimdo-
6JIACTHOIO Ta MI€JIOITHOIO JIEHKEMIEI0 PEKOMEHTY-
€Tbcd 3aMicHa Teparida npenapatamu BBIT y nosi
400—500 Mr/Kr 1momMicssyHo abo mpernaparamMu Imij-
MKipHOTO iMyHOTI00YIiHY B 71031 100—-200 Mr/KT
IOTUKHEBO 3 METOIO JIOCATHEHHS PiBHSA CUPOBAT-
koBoro IgG y mexkax 4—5 1/1. MoHiTOpUHT piBHS
IgG y cupoBariii KpoBi, TUTPIB crenuiyHnx
AHTUTLI, YaCTOTU iHQEKIIN € BU3HAYATHbHUMU
KPUTEPiIMU TIPOBEAEHHS 3aMiCHO1 Teparii pemapa-
TaM¥ iMyHOTJIOOYJTiHIB TIpH TOCTPiit Jetikemii [33].

Y pexomenpailisx €BpornencbKoro TOBAPUCTBA
Menpnunoi onkosorii (ESMO) Bix 2015 p. 3a3Ha-
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Ya€eTbhCsl, [0 IPodiJaKTUYHE 3aCTOCYBaHHS
npenapaTiB BBII' He Y4MHUTD BIJIMBY Ha 3arajbHy
BWJKMBAHICTD 1 PEKOMEH/IYETHCS /10 3aCTOCYBAHHS
JIUIIE y TIAIIEHTIB i3 BAXKKUMK (hOpPMaMU Tiltoram-
Marsio0y/riHemii Ta iH(GEKIINHUMK yCKIaAHEHHSI-
mu. IIpodinakTuyna Teparis aHTHOAKTEPiaIbHI-
MU Ta TIPOTUBIPYCHUMM TIperiapataMy TOBUHHA
3aCTOCOBYBATHUChH y TMAIlI€HTIB 3 PEKYPEHTHUMU
iH(ekissMu Ta/ab0 BUCOKUM PU3HKOM iX PO3BUT-
Ky (Hampukiaa, mpodiiakTUKA ITHEBMOIIUCTHOI
iHdeKIIiT KO-TPIMOKCA30JI0M Ha TJIi XiMioTeparii).

Y pexkoMmeHmarigx YTpaBiiHHI OXOPOHU 370-
pos'st Beauko6puranii Big 2011 p. Bkazano, 1o
TIPOBeIeN s 3aMicHoi Teparii mpemapatamMu BBIT
[IpU BTOPUHHIN TimoraMmMario6yriHeMii oKka3aHo
JIdIe y BUMAAKaX, KOJU TPUYWHY 11 BUHUKHEHHS
HEMOXJTUBO YCYHYTH, a TaKOX TIPU 3JTOSKICHUX
npolecax 3 ypaxkeHHsSM B-KJiTuH, 10 CyIpoBO-
JUKYIOTBCSI TIEPCUCTEHITIEI0 1HMEKII, BUKIUKA-
HUX KalCyJbHUMK OaKTepisiMi, He3BaKaloun Ha
MIPOBEIEHHST aHTUOIOTUKONPOMIIAKTUKI. Y PEKO-
MeHzamigax HarlloHaabHOro reMaToJIOTi4YHOTO
ToBapucTBa ABCTpaJiii 3aMicHa Teparris Tpemnapa-
tamu BBIT pexomensyeTbes B KJIiHIUHIN TPaKTH-
i 3 MeTOI0 TMPOMITAKTUKN PEIUANBHOTO iH(peK-
I[ITHOTO CHHIPOMY ITPH TilIOraMMario0y iiHeMil, 1o
BUHUKAE BHACJIJOK 3JIOSKICHUX TeMaTOJIOTIYHUX
3aXBOpIOBaHb ab0 TpaHCIUIAHTAIil KiCTKOBOTO
MO3KY, y pasi pO3BUTKY AuceMiHOBaHOI opmu
eHTepOBIpyCHOI iH(EKIT Ha TJi TPOBeIEeHHS
IMyHOCYTIDECUBHOI Teparii, MpurHideHHs B-xri-
TUH. Y KaHaJCbKUX PEKOMEHAIAX, OmyOIiKoBa-
unx y 2018 p., 3amicHa Teparis mpenapaTamu
BBII' pexomenmoBana 3 MeTOIO TPOMITAKTUKA
peKypeHTHUX iH(deKIii, iX Baxkkux ¢dopm, sKi
BUHUKAIOTh BHACJIJOK TilmoramMMarao0yJiHemii,
110 BUKJIMKAHA IHITUMW 3aXBOPIOBAaHHAMU [24].

3 METOIO JIOZIATKOBOTO 3aXUCTY Bijl BaKITMHOKE-
poBaHUX iH(EKINH TaIli€ATIB i3 BTOPUHHOIO TiTo-
raMMarjio0yIiHEMI€I0 PEKOMEH/IYEThCS [TPOBE/IECH-
Hs BakIMHAaIlii Bil rpurry. OnTUMaJTbHUM BBAKAIOTh
TTPOBEIEHHS BaKIMHAITI /10 TIOYATKY XiMioTepartii Ta
BUHUKHEHHS riroramMmmaraooystinemii [24].

Panniil ckpuHiHT, cBO€YacHa [iarHOCTUKA
Ta ONTUMI3AIlisd PEKUMIB JIKYBaHHSA € NMIJISXaMU
TTOKpalieHHsa BeJleHHS TMAallieHTiB i3 BTOPUHHOIO
rimorammarsobysrinemiero. OCHOBHUM METOIOM
NIaTHOCTUKU € BU3HAYEHHS PiBHSI CUPOBATKOBUX
iMmyHoryo0yminiB. KpiM HacTOpoKeHOCTi 11010
BUHUKHEHHs 1H(peKIii, HeoOXi[HO TaKOK Bpaxo-
ByBaTH YaCTOTYy iX BUHWKHEHHS, TPUBAJICTh,
BaKKiCTbh, 3aCTOCYBaHHS iIHTEHCUBHOI aHTHOIOTH-
KoTeparmii, dactotry rocmitamizamiii. Ilopsn
13 OIIHKOIO IMYHHOI BIATIOBiZli A0 BaKIIMHAIIiI
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PEKOMEHIYETHCSA PO3TAAMATH TaKi JOAATKOBI
YUHHUKH, K HAgBHICTH HEUTpOIeHii, 3acTocy-
BaHHSI TIEBHUX MPOTOKOJIB JIiKyBaHHST Ta BUOIp
nepiofly TPOBeAEHHS BaKIHWHAIll (HacaMIepesn
y TaI[€HTIB Icasg TpaHCIIaHTallil KiCTKOBOTO
MO3KY) [24].

Cremudiunuii iMyHirer y iteii i3 BTOpUHHUMHA
rinoraMmarJo0yJiHeMissMu

[TamienTn 3 BTOpUHANM AebillITOM aHTUTIIIOY -
TBOPEHHS, KU BUHUKAE BHACHIIOK BTPATH IMY-
HOTJIOOYJIIHIB TIPM HUPKOBUX 3aXBOPIOBAHHSIX
Ta KUIIKOBIH siMdanrioekTasii, 30epiraloTsh 31a1-
HICTH 10 BUPOOJIEHHS crienuiyHuX aHTHUTIA Ta,
BiJIIIOBIZIHO, MalOTh HUKYUU PU3UK PO3BUTKY
indekiinnx yckaamaaens [30].

PiBenb 3axucTy Bijl KOPY Y XBOPUX Ha FOCTPY
JgimbobaacTHy Jieiikemio csaraB He BuIEe 75%
cepesl IOCJIIPKYBAaHUX KOTOPT, & B CEPeHbOMY
cranoBuB 60% [35]. Jlesiki aBTOpU 3a3HAYAIOTH,
IO TAaIi€HTN, AKi OTPUMYIOTH XiMiOTepariio,
MaloTh MOpYyIIeHY IMYHHY BiJMOBiAb micas
peBaknuHaiii mpotu kopy [15]. ¥ mocaimkenti
Nilsson Ta cmiBaBT. TpoBegeHa OI[iHKA PiBHS
MTOCTBAKIIMHAJIBHUX aHTUTIJI IPOTH KOPY Ta Kpac-
HyxXU y 43 niTeid, gKi 3aBepIIuian Kypc XiMioTepa-
mii. BusiBsieno, 1o 60% Oynu cepomo3uTuBHUMN
710 KOpY, a 72% — 10 kpacHyx#u [22].

Ominka e(peKTHBHOCTI 3aMiCHOI Tepamii y Jii-
Teil 13 NePpBUHHNUMH Ta BTOPHHHUMH TilOTaMMa-
00y iHEeMisAMHA

Y nocrmimxenni, mposenenomy y 2014 p. Durai-
singham Ta cmiBaBT., cepen MAIiEHTIB i3 TIEPBUH-
HUMM Ta BTOPUHHMMU TiOraMMarjao0yaiHeMisMu
TTicJId TOYaTKy 3aMiCHOI Teparttii mpermapaTaMu iMy-
HOTJIOOYJIIHIB CIIOCTEPITATIOCh 3HAYHE 3HUKEHHSI
KIJIBKOCTI BUIMAKIB iHMEKITIHHNX 3aXBOPIOBAHb.
Haituacrimoro Baxkkoio indekiiieo Gyna mHeBMO-
Hid, cepejl HeBaXKKMX — IroCTPi pecripaTopHi Bipyc-
Hi iHdexItii. ¥ Tpymi TNaIi€eHTiB i3 MEePBUHHUMUI
nedinutamMu  aHTUTIIOYTBOPEeHHS iH(MeKIiliHi
YPasKeHHS NIKipU, CAHYCUTHU Ta OTUTH CIIOCTEpiTa-
JIUCS YacTimie, Hi’K y TAI€HTIB i3 BTOPUHHOIO
rimorammarsiobyriaemiero. Ilicast mpoBemeHHs
JIIKyBaHHS IIperapataMy iMyHOrJI00yJ/IiHIB B 000X
TpyTax CIoCTepiTasoch MiABUIIEHHS KiJbKOCTI
MAIIEHTIB, IKi He Mayn iH(EKIINHUX YCKIIATHEHD,
MIPU IIbOMY CepeJl XBOPUX i3 BTOPUHHOIO TilTOTaM-
Marjao0y/iHeMi€l0 Taka KiJIbKicTh OyJia BUIILOIO
(23,1% npotu 16,6%) [14]. Y mocaimskenti, 1o
MTPOBOTMIIOCS Y JIiTEH i3 TepBUHHUMH JiebiliuTaMu
aHTUTiLIOyTBOpeHHA BIPooBxk 2002-2007 pp.
Ha Kadenpi autsaunx iHGEKIiiHUX XBOpob Ta
nutgdoi imynrosiorii HMATIO imeni TLJI. Iymm-
Ka, JIoBeJieHa e(DeKTUBHICTh PETYJISIPHOI 3aMiCHOT
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Tepamnii npenapatamMu BBII y xBopux Ha Baskki
dbopmu riroraMmario6yriHeMiil. 3arajoMm 4acTora
mHeBMOHIH 3Menmmiacs y 10 pasiB mpu perymasp-
HOMY BBejieHHi npenapatis BBII — 3 0,8 emizony
Ha PiK HAa KOKHOTO TAI[iEHTA TIepej] TPOBEIEHHIM
gikyBanns 1o 0,08 emizomy Ha pik Micas TOYATKY
gikyBanns (p<0,01). ¥ Bcix XBOpHUX Ha CIIaJ[KOBY
rimoraMmarso0yJIiHeMio, 10 MaJIk IIPOSIBA apTPH-
Ty, Ha 3aMiCHIii Teparrii nmpernaparaMu iMyHOTJI00Y -
JIHY CUMITOMM ypPakKeHHsS CYrJI00iB OyJiu JIiKBi-
JIOBaHi 32 JIeKiIbKa MicAIliB JikyBanus [13].

B ormami  mocaigxkerb, omyOJIiKOBaHOMY
y 2010 p. P. Raanani Ta criBasr., 6yB npoBe/ieHuii
aHaJIi3 JIKyBaHHs TIpernapaTaMu iMyHOTJI00YTiHIB
Y XBOPUX TiCJIS TPAHCIIIAHTAITI1 KICTKOBOTO MO3KY
Ta 3 JiMbonposihepaTUBHIMU 3aXBOPIOBAHHSIMU.
I[Tpu 3acTocyBaHHi MOJIiBAIEHTHUX iIMYHOTJIO0Y Ti-
HiB a60 TiMEepPIMyHHOTO aHTUI[UTOMETAJIOBIPYCHO-
ro iMyHOr/I0OyJIiHY y TAli€HTiB 3 TpaHCILIaHTa-
II€I0 KICTKOBOTO MO3KY He BUSBJIEHO PI3HUI
piBHS Y TTOKa3HUKAX CMEPTHOCTI MTOPIBHAHO 3 KOH-
TPOJILHOIO TPYIOI0. 3aCTOCYBaHHS IpernaparinB
[OJIIBaJIEHTHOTO IMYHOIJIOOYJIIHY 3MEHIIYBaJIOo
PU3UK PO3BUTKY aJIbBEOJIIPHOTO ITHEBMOHITY,
aJjie TABUIIYBAJIO PU3UK PO3BUTKY MOOIYHUX il
Bi/l IpOBeIEHOI Teparii Ta BEHOOKJIIO3UBHOI XBO-
pobu. Y xBopux i3 simdornporidepaTuBHUMU 3a-
XBOPIOBAaHHS 3aMiCHa Teparlid mpenapaTaMu iMy-
HOIJIOOYJIHIB HEe MPU3BOANIA 10 3HUKEHHSI PiBHSI
CMEPTHOCTI, TIPOTe 3HUKYBaJa 4YaCTOTy BUHUK-
HenHs indexkiiit [27]. B orasamni Masumi Uedaa Ta
criBast. (2018 p.) ananisz epekTuBHOCTI 3aMicHOT
Teparrii penapaTaMu iMyHOTJIO0YJIHIB Y 3HIKEH-
Hi 3aXBOPIOBAHOCTI Ta CMEPTHOCTI Bif iHQEKITIH,
a TaKOX CIIIBBiJIHOIIEHHS PU3UKIB Ta KOPUCTI
JIIKYBaHH4, He JIaB YiTKUX BiJIIIOBi/leil, HacamIiepes|
BHACJIIOK TeTePOTEHHOCTI OCHOBHOI TATOJIOTil
y MAIEHTIB i3 BTOPUHHOIO TiOraMMario0yJiHe-
Mmiero. [Ipore 3amicHa Teparisi mpenapaTaMu iMy-
Hor/100yIiHIB Oy/a edeKTUBHOIO Y JIIKyBaHHI
MAIiEHTIB i3 MepBUHHUMU AedilluTaMyu aHTHUTI-
goytBoperts [33]. 3a pesyabraTamu GaraTbox
JOCTiKeHDb TAIliEHTU 13 BTOPUHHOIO TilloramMMa-
r00yIiHEMIEI0 Ha TJI 3JIOSKICHUX IeMaToJIoriv-
HUX ypaskeHb, SKi TIePEeUTIIN Bijl 3aMiCHOI Tepartii
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BBIT' go sikyBaHHS TpemapaTaM¥ TiANIKiPHOTO
iMyHOTJIOOYTiHY, TTPOIEMOHCTPYBAJIN KJTiHIYHI Ta
€KOHOMIYHI TIepeBard, Kpamry sKicTb KuTTS [36].
3 MeTol0 BHU3HaYeHHS e(EeKTUBHOCTI 3aMiCHOI
Teparii npenaparaMmu iMyHOT/100Y 1 HIB
y TAIEHTIB i3 BTOPUHHOIO TillOraMMarjao0yriHe-
Mi€10 HeOOXiIHI MOMAJIBII TOCTIPKEHHS 31 BCTa-
HOBJICHHSIM TIOKa3aHb JI0 ii IPOBE/ICHHS, OMNTH-
MaJIbHUX cXeM JikyBanus [11].

BucuoBku

[TepBunHi rimorammaraoOyJinemii BUBUYEHI
n00pe, iICHYIOTh MIsKHAPOJHI Ta BITYU3HSHI PEKO-
MeH/allii Ta MPOTOKOJW 3 BeAeHHs TMaIli€HTiB
i3 nepBUHHUMU JieiluTaMu aHTUTIJIOYTBOPEHHSI,
y SKMX BUKJAJEeHO YiTKi KpuTepil BU3HAYEHH:
MiaTHO31B Ta MPOBENEHHS 3aMiCHOI Tepalrii Tpera-
paramu iMmyHormoOyaiHiB. IIurtanus edexkTUBHO-
CTi 3aCTOCYBAHHS 3aMiCHOI Tepallii npernapaTaMu
iMYHOTJIOOYJTiHIB, TPOMITAKTUKE PEKYPEHTHUX
iHGeKIil, PO3BUTKY YCKJAJIHEHb, TTOKPAIEHHS
SIKOCTI SKUTTS 3a/IUINAI0THCS BIIKPUTUMU. Bpaxo-
BYIOUH IHTEHCUBHUI PO3BUTOK Tepallii ayToiMyH-
HUX TMOPYIIeHb, 3J0IKICHUX TeMaTOJOTIYHUX 3a-
XBOPIOBaHb, dKa MOKE YMHUTH BILJIUB Ha B-KJi-
THHU, 9aCTOTAa BUHUKHEHHS BTOPUHHOI TiloO-
rammarao0yinemii 3pocrae. HesBaxkawouu Ha
HasgBHICTh MiKHAPOJHUX PEKOMEHAIliil II1o10
BeZleHHd TIAIIE€HTIB 13 BTOPUHHOIO TilloraMMa-
r00yIiHeMI€r0, Ika BUHUKAE Y PE3YJIbTaTi 3/1051-
KICHUX TeMaTOJOTIYHNX 3aXBOPIOBAHb, TOAATBIITI
JNOCJIKEHHST € HeOOXiIHUMU 3 METOI0 MiATBep-
JUKEeHHS e(eKTUBHOCTI Tepallii, yO0CKOHAJIEeHHS
HasBHOI TPaKTUKW. Y JaHWX TAIEHTIB BasKJIH-
BUM TaKOX € BU3HAYEHHS TAKTUKU OAAJBIIOTO
CIIOCTEPEKEHHST Ta 37aTHOCTI JOBTOCTPOKOBO
BUPOOJIATH aHTHTI/IA. BropuHHi rimorammarioby-
JiiHeMii, fKi PO3BUBAIOTHCI BHACJIZIOK BTpaTu
anuTUTI  (HePOTUIYHUN CHUHIPOM, KUIITKOBA
JiMmdanrioekTasis), BUBYeHi HegocTaTHhO. Hapasi
B YKpaiHi BiICyTHI 4iTKi peKOMeH/1alliil Ta MpoTo-
KOJIW TIOAO BeAeHHS MiTel i3 BTOPUHHUMMU Tillo-
raMmmarao0y IiHeMisiMu.

Aemopu 3a5615:0mb NPo BI0CYMHICMb KOHPLIK-
my inmepecie.
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ExcTpakapaianbHi apTepioBeHO3Hi Manbopmalii BBaXaOTbCA HaA3BMYAWHO PIAKICHOK MPUYNHOK BAXKOi CepueBoi HefOCTaTHOCTI y nepiodi
HOBOHAPOKEHOCTI. [HTpakpaHianbHa apTepioBeHO3Ha Manbopmallif, acoLiioBaHa 3 aHeBPU3MOK BenUKOi BeHN laneHa (ABI), € HayacTilOw i3 Takux
ManbopmaLiii Ta 3yMOBIIEHa NOPYLUEHHAM PO3BUTKY eMOPiOHANIbHOMO NonepeaHnKa — MefiaibHO npo3eHeLedaniyHot BeHo MapkoBcbKoro. HasiBHiCTb
Li€i BPOMKEHOI NaTonorii CyTTEBO YCKNAAHIOE AiarHOCTUYHNIA MOLUYK, OCKINbKI KNiHiYHi NPOSBI BNACTWBI TiflbKW CEPLEBIA HELOCTATHOCTI.

Marepianu i meToam. Y cTatTi HaBeAeHO KniHiYHWiA BUNagok ABIy HOBOHApPOMKEHOI [1iBYMHKM, rOCNiTaNni30BaHoi y BiffiNeHHs peaHimalii HOBOHAPOMKEHUX
KHI JTOP «J10OKT OXMATAWT» 3 03Hakamu BUpa3Hoi cepLeBoi HefgocTaTHOCTI Yy civHi 2019 poky. Ha TpeTio go6y nicns HapomKeHHs y AUTUHY 3'ABUBCS
LiaHo3 (catypauis O2 cTaHoBKna 50%) Ta 6yno 3anifo3peHo BPOKEeHY Bady cepus.

Pesynbtatu. [pn ornagi y BigAiNeHH peadimadii HOBOHAPOLKEHNX Y [iBYMHKY BU3HA4anuMCA: LiaHo3 (caTypauis 50%), 3aguiuka (4actota auxaqHs 50-60 ya./xs),
Taxikapgis (4acToTa cepuesnx ckopoyeHb 140-160 yz./xB) Ta 3Ha4He BUOYXaHHS i NyNbCaLif LUMAHWX BEH, BENUKE TiM'A4K0 PO3MIpOM 3X3 CM BU3Ha4anoch Ha
PiBHI KiCTOK 4epena, aycKynbrauis TiM'A4ka He nposoAMnacs. Ha cTerHosux aprepiax Bu3Ha4anacs fobpa nynbcauif, 36inblieHa neviHka (+4 cm) npu
nanbnaii. Mpw ayckynbrawii cepus BUCNYXOBYBABCA NAHCUCTONIYHWIA LLYM MO NIBOMY HUXKHbOMY Kpato rpyaHuHN 4/6 3a Wwkanoto JlesiHe.

PenTreHonoriyHo BidyanizosaHo kapgiomeranito (KTI>80%) i3 nocuneHum nereHeBMM PUCYHKOM Ta renatomeranito. [lig 4ac exokapgiorpadiqyHoro
06CTeXEHHS Y AUTUHM 6YNo AiarHOCTOBAHO PO3LUMPEHi MpaBi Kamepu cepus i3 TPUKYCNiZanbHO HeJOCTATHICTIO, BIAKPUTUM OBafibHUM BiKHOM Ta
QNNaToBaHolo 6e3iMeHHOI0 BEHOH. [1icns BMK/KOYEHHS AiarHo3y KpUTUYHOI Bagn cepus 6yno npoBeAeHO HelpocOHOrpadiyHe 06CTEXEHHS Ta NOCTABMEHO
fiarHo3 «ApTepioBeHO3Ha ManbopmaLis — aHeBpu3ma BeHu laneHa», kil 6yno NiaTBepAKeHO 3a A0NOMOro KOMN't0TepHOi Tomorpadii.

BucHoBKW. AHeBpM3Ma BeHM [aneHn € Haa3BUYaWHO PiAKICHOK NaTonorieto, NpoTe BUOYXaHHSA i Nynbcalifl WWAHUX BEH NP OTNSAAI Ta HASIBHICTb BAXKOI
CepLeBO-CyANHHOI HeJOCTATHOCTI Y HOBOHAPOKEHMX 3@ BiACYTHOCTI BPOKEHOI BafN Cepus 3060B'43yt0Tb AUTAYMX KapAiONOriB 3anifo3puTy Ta BUKIHOHUTH
HasBHICTb apTepioBeHO3HOI ManbopmaLlii CyAuH ronoBHOr0 Mo3Ky. EH0BacKynsapHe NikyBaHHS ABI BBOXAeTbCA HaNbiNbLL ePEKTUBHUM, HE3BAXKAKOYM HA
BIUCOKY NicnsonepauiitHy neTanbHiCTb.

JlocniixeHHs BWKOHaHI BigNOBIAHO [0 npuHUuMNiB MenbciHcbkoi [deknapauii. MpoTokon BOCNIMKEHHA yxBaneHui JlokansHuM eTuqHuM Komitetom (JTEK)
yCTaHOBU. Ha NpoBeAeHHs [OCMiMKeHb 6YN0 0TPUMAHO NoiHGOpMOBaHy 3rofly 6atbkis AiTeil (260 iXHiX ONiKyHIB).

ABTOpPU 32BNSAKOTL NMPO BiACYTHICTb KOHITIKTY iHTEPECIB.

Knio4oBi cnoBa: HOBOHapPOKeHi, cepLieBa HeAOCTaTHICTb, apTepioBeHO3HA Manbopmais BeHu faneHa.

Vein of Galen aneurysm as an extracardiac cause
of severe heart failure in the neonatal period
Andriana Malska', Olga Kuryliak’, Lesya Borova®

'Danylo Halytskyy Lviv National Medical University, Ukraine

KNP LOR «Lviv Regional Children's Clinical Hospital OHMATDYT>, Ukraine

Extracardiac arteriovenous malformations are considered to be an extremely rare cause of severe heart failure in the neonatal period.

Intracranial arteriovenous malformation associated with the large-vein aneurysm of Galen (VGA) is the most common pathology among these malformations,
due to impaired development of the embryonic precursor — Markovskiy's medial prosenecephalic vein. Presence of this congenital pathology significantly
complicates the diagnostic search, since clinical manifestations are characteristic only for heart failure.

Materials and methods. A clinical case of a newborn girl with VGA, who was admitted to the neonatal intensive care unit of the Regional Children's Hospital
with signs of severe heart failure in January 2019. On the third day after birth, the child developed cyanosis (02 saturation was 50%). There fore, congenital
heart disease was suspected.

Results. On examination in the neonatal intensive care unit: cyanosis (50% saturation), dyspnea (respiratory rate 50-60 / min), tachycardia (heart rate 140-160
bpm) and significant swelling and pulsation of the neck veins, large fontanelle 3x3 cm in size, at the level of the bones of the skull, auscultation of the fontanel
was not performed. Pulsation was determined on the femoral arteries, and the liver was enlarged (+4 cm) on palpation. During auscultation — pansystolic
murmur across left lower sternal border 4/6 by Levine scale.

Cardiomegaly (CTI>80%) with enhanced pulmonary pattern and hepatomegaly where revealed on the roentgenogram. During an echocardiographic examina-
tion, the child was diagnosed with dilated right heart chambers with tricuspid insufficiency, patent foramen ovale and a dilated innominate vein. After exclud-
ing the diagnosis of critical heart disease, neurosonography was carried out and a diagnosis was made — arteriovenous malformation — Vein of Galen
aneurysm, which was confirmed on computed tomography.

Conclusions. Aneurysm of the vein of Galen is an extremely rare pathology, however, the swelling and pulsation of the cervical veins during the examination and
the presence of severe cardiovascular insufficiency in newborns in the absence of congenital heart disease requires children's cardiologists to suspect and exclude
arteriovenous malformation of the cerebral vessels. Endovascular treatment of VGA is considered the most effective, despite the high postoperative mortality.
The research was carried out in accordance with the principles of the Helsinki Declaration. The study protocol was approved by the Local Ethics Committee
(LEC) of all institutions.

No conflict of interest was declared by the authors

Key words: newborns, heart failure, arteriovenous malformation, Vein of Galen malformation.

AHeBpMSMa BEHbl ranel-la KaK 3KCTpaKapavasibHasa npuinHa

TAXXenou cepp,eql-lou HeaAoCTaToO4YHOCTU B Nepuoge HOBOPOXKXAEeHHOCTU
AA. Maneckas', 0.6. Kypunax®, J1E. bopoas’

'JIbBOBCKMIA HALMOHANbHbIA MeAULIMHCKMIA yHIUBEPCUTET MMeHn [aHuna Fanuukoro, YkpauHa

’KHIM JT0C «JTbBOBCKas 06nacTHas Aetckas kKnuHuyeckas 6onbHuLa OXMATOET», YkpanHa

9KcTpakapAnanbHble apTepuoBeHO3HbIe ManbgopMaLun CYUTAKOTCH YPe3Bbl4aiHO PeAKOM NPUYUHONA THXKENoi CepAeyHO HefoCTaTOMHOCTU B MepuUofe
HOBOPOXXAEHHOCTW. VHTpakpaHuanbHas apTepuMoBEHO3HaA ManbopmMauus, accoLMMPOBAHHAA C aHeBpPU3MOI 6onbLuoi BeHbl laneHa (ABI), asnsetcs
Hambonee 4acToM M3 Takmx Manbopmauuin u 06ycnoBneHa HapylleHUem pas3BuTMS 3MOPMOHANLHOrO NpeAlecTBEHHNKA — MeAnanbHon
npo3eHeuedannyHoil BeHoW MapkOBCKOro. Hanuyme 9TOA BPOXAEHHOW NATOMOMMW CYLLECTBEHHO YCNOXHSAET AMArHOCTUYECKWA MOMCK, MOCKONbKY
KNNHWYECKNE NPOSBIEHNS XapaKTePHbl TONbKO ANS CEPAEYHO HEA0CTATOYHOCTH.
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Marepuanbl M Metofbl. B cTatbe npefcTaBneH KAuMHW4eCKWd cnydail ABI y HOBOPOXAEHHOW [EBOYKW, NOCTYNUBLUEA B OTAENEHME peaHuMaLuu
HoBOpOXAeHHbIX KHI JTOP JIOOKE «OXMATLET>» ¢ npu3Hakamu BbipaXeHHON CepAe4HON HefocTaTo4HoCTH B sHeape 2019 roga. Ha Tpetbu cyTku nocne
poxaeHus y pe6eHka nossuncs LmaHo3 (catypauns 02 coctasnsna 50%), noatomy 6bin 3an0A03peH BPOXAEHHbIA NOPOK cepaLa.

PesynbTartbl. Mpy 0CMOTPE B OTAENEHUN PeaHNMALN HOBOPOXAEHHbIX Y [EBOYKM ONpedensnnch: umaHo3 (catypauns 50%), odbllika (4acTota AblxaHus
50-60 ya/MuH), Taxnukapaus (4actota cepAedHblx cokpalleHnnii 140—160 ya/MuH) 1 3Ha4uTeNbHOE BbIOGYXaHWe 1 NyNbCaumus LWeiHbIX BeH, 60/bLIOA POAHNYOK
pasmepom 3x3 cM Onpeaensncs Ha YpoBHe KOCTeN Yepena, aycKynbTrauus pOAHNYKA He npoBoAunack. Ha 6efpeHHbIX apTepusx onpeaensnach nynbcauus,
YBENNYeHa NneveHb (+4 ¢M) npu nanbnauyuy. Mpu ayckynstauu — NaHCUCTONMYECKUIA LLYM MO JIEBOMY HVKHEMY Kpato rpyauHbl 4/6 no wkane J1eBuH3.
Pentrenonornyeckn suayanuauposausl kapanomeranus (KTV> 80%) ¢ yCUneHHbIM NEro4HbIM pUCYHKOM W renatomeranus. pu axokapamorpaduyeckom
06cnegoBaHumn y pebeHka 6blu AMarHOCTUPOBaHbl PaCcLUMPEHHbIE NpaBble Kamepbl CepaLa ¢ TPUKYCNuAANbHON HELOCTaTOYHOCTbI, OTKPbITHIM OBaNbHbIM
OKHOM W AUNaTUPOBAHHON 6e3bIMAHHON BEHON. [10CNe MCKMIOYEHN AMarHo3a KpUTUYeCKOro nopoka cepfua npoBefeHa HeipocoHorpadmsa u nocTasneH
[MarHo3 «ApTepnoBeHo3Hasa ManbMopmaLmua — aHeBpPU3Ma BeHbI [aneHa», KOTopblid 6bin NOATBEPXAEH C NOMOLLBIO KOMMbIOTEPHON TOMOrpacum.
BbiBofabl. AHEBPM3Ma BeHbl [aneHa ABNAETCA YPe3Bbl4ailHO PEAKOV NaTomnorueil, OfHAKO BblGyxaHue 1 MynbCcauus LUEAHbIX BEH MPU OCMOTPE U Hannyue
TSKENO CepAeyHO-COCYANCTON HeLOCTAaTOMHOCTU Y HOBOPOXXAEHHBIX NMPU OTCYTCTBUAWN BPOXAEHHOrO NMOpOKa cepaua 06A3bIBAKOT LETCKUX KapAnonoros
3an0/103pUTb W UCKMKYNTL Hanuyne apTepruoBeHO3HOI Manbopmali COCYA0B FONOBHOMO MO3ra. JHA0BAcKynspHoe neyveHne ABI cyuTaeTcs HaubGonee
3(DHEKTUBHLIM, HECMOTPS HA BbICOKYO MOCNEONEPALNOHHYIO NETaNbHOCTb.

ViccnenoBaHue 6b110 BbINOSHEHO B COOTBETCTBUN C NPUHLMNAMIN XeSIbCUHKCKOW [eknapauuu. MpoTokon nccnefoBaHus 6bii1 0406peH JToKanbHbIM 3TU4ECKUM

komuteTom (J13K) yupexaenns. Ha nposeaeHne uccnefoBanuii 6610 Noay4eHo MHGOPMUPOBAHHOE COrnacue poauTeneii AeTeii (Man X OneKkyHoB).

ABTOpbI 3a1BNAIOT 06 OTCYTCTBIN KOHCDNKTA MHTEPECOB.

KnioyeBble cnoBa: HOBOPOXKAEHHbIE, CEpAEYHAsA HEAOCTATOYHOCTb, aPTEPNOBEHO3HAA MaNb(OpMaLma BeHbl fanexa.

Beryn

KCTpaKap/iaJbHi apTepioBeHO3HI Maibdop-

Mailii BBaXKAIOThCST HA3BUIANHO PiKICHOIO
TIPUYMHOIO BaXKKOI cepIieBOi HeZIOCTaTHOCTI y Tiepio-
Jli HOBOHAPO/IKEHOCTI. [HTpakpaHiasibHa apTepioBe-
HO3Ha MaTb(hopMallis, acorlifioBaHa i3 aHeBpU3MOIO
Beskoi Beran asnena (ABI), sycrpivaerbes Haitua-
CTillle Ta 3yMOBJEHA TIOPYNIEHHAM PO3BUTKY
eMOPIOHAIBHOTO TOIIePeIHIKA — MeIaIbHOIO ITPO-
3erereasivHOI0 BeHoto MapKoBchKOTO [9].

HasasnicTp 11i€i Bpo/KEHOT MATOJNOTIT CYyTTEBO
YCKJIQJIHIOE IIaTHOCTUYHUN TONIYK, OCKITBKY KJTi-
HIYHI MIPOSIBY IPUTAMaHHi TiJIBKK ceplieBiil Heflo-
cratHocTi. Hepiako ais BcTaHOBIEHHS TPUYUHI
cepIieBol HeIOCTATHOCTI HOBOHAPO/ZKEHUM TTPOBO-
ASTh 6arato HENOTPIOHMX MapakJiHIiYHKX 00CcTe-
JKeHb, BKJIIOUAIOYN KaTeTepU3alliio KaMep Ccepiid,
dKa € He TIJIbKYU 3afiBoIo, a i BiiTepMiHOBY€E BCTa-
HOBJIEHHS BIPHOTO J[iarHO3Y.

IIpu ABT cepreBa HemocTaTHICTh BUHUKAE 3a-
3BUYall MPOTATOM TEepPHIMX IBOX THXKHIB y 1epiosi
HOBOHAPOJIKEHOCTI, ajie MoxKe He OyTH JKOIHUX
KJTIHIYHUX O3HAK MTPOTATOM MEPIIOTO POKY KUTTH,
a 3pizika — i oBIIUH yac. Y JiTeil rpyiHOTO BiKY,
SIK TIPABUJIO, PO3BUBAETHCA TiIpotiedatis, MaTIOKI
Bi/ICTAIOTD y (DI3NUYHOMY PO3BUTKY, MAIOTh KJIiHIUHI
o3HaKu Tigpouedaii 3/6e3 cyIoM, a y CTapiiux
miTeil MOXKYTh iarHOCTYBaTH CyOapaxHOizaabHi
KPOBOBUWJIMBH, 3 OOJISIMU TOJIOBU Ta cygoMamu |3].

3a JMaHWMU JITEpaTypH, JIETAIbHICTb Y iTel
i3 ABI' cranoButh 37% Tmicis €HIOBACKYJISIPHOTO
BTPyYaHHs y HOBOHapOmKeHWX, Ta 6,5% i 3,2%
y JIiTeil TPYIHOTO Ta JIOMIKIJIBHOTO BiKY BiIITOBIHO [8].

Kaniniunnit Bunmagiox

HaBogumo kiiHiuHE CHIOCTEpesKeHHS HOBOHA-
pomxenoi miBunaku 3 ABI, rocmitamizoBanoi
y BiamisieHHs peadimairii HoBoHapomkennx KHII
«OXMAT/UT»> 3 o3HakaMu BUPa3HOI CepIIEeBOI
HemoctatHocTi y ciuni 2019 poky. /liBunaka Hapo-
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Juacs Bil NepInx TepMiHOBUX (hi3i0OTIUHNX
nosoriB. Ha 32-my Twxni BariTHOCTI y Marepi
JIIaTHOCTOBAHO Ti€JOHEPPUT, IIKIIITUBI 3BUUKH
MaTu 3alepeuye, Ha HasgBHIiCTb iH(deKIii He oOcTe-
KyBasacd. OTiHKa 3a MKaJIo0 ANrap CTaHOBUJIA
7 GaniB Ha 1-i1 xBunHi Ta 8 Ha 5-i xBUaMHI Bij-
nosizro. Ha Tperio m00y miciass HapoIKeHHS
y autuHU 3'gBuBcA Tiano3 (carypamist O2 cra-
vosuaa 50%). DByso 3samigo3peHo BpoKeHy
BaJly cepiis.

HocmimkenHsT BUKOHAHI BITIOBIIHO 10 TIPUH-
nuniB lenbcinebkoi [lexnapartii. IIporokon noc-
JKeHHS yXxBaseHnit JIokaTbHUM eTHIHUM KOMi-
terom (JIEK) Bcix 3a3HaueHnx y poOOTi yCTaHOB.
Ha muposemenHs mociimkenb GyJI0 OTPUMaHO
noiHhopMoBaHy 3rojty OaTbKiB AUTHHL.

Ilpu ornani y BimmizeHHi peaniMallii HOBOHA-
POJUKEHUX Yy [MiBYMHKU BU3HAYAJUCS: I[1aHO3
(carypartis 50%), 3aauiika (4actoTa IUXAHHS
50-60 ymu./xB), Taxikapmisg (dacToTa CceplieBUX
ckopouerb 140—160 yx./xB), 3HauHe BUOYXaHHS
Ta TyJbcallisf IMUHUHUX BeH; BeJUKE TiM' SYKO
po3MipoMm 3x3 €M BU3HAYAJOCh HA PiBHI KiCTOK
yepera, ayCKyJbTallis TiM'g4Ka He TTPOBOIMAIACS.
Ha cTernoBux aprepisix BU3Hayamacs 106pa myib-
camist. [TampyBasacst 36isbiiieHa medinka +4 cM.
[Ipwm ayckynbratiii cepiid BUCTYXOBYBaBCS TTAHCH-
CTOJIIYHUM 1ITyM TI0 JIIBOMY HUKHBOMY KPato TPY/I-
nunm 4,/6 3a mkamnoio Jlesine.

PenTrenosoriuno BW3HAYEHO KapAiOMETaiio
i3 KT1>80% i3 mocuyieHnM JiereHeBUM PUCYHKOM
Ta reraromerasio (puc. 1).

Y 3B'43Ky i3 migo3poio Ha BPOKEHY Bamy
cepitst auTrHa GyJia OrJITHYTa KapiioJoroM, mpo-
BeJIEHO TpaHCTOpaKaJibHe exoKapaiorpadiune
00CTeKeHHsI, T 9ac sIKoro OyJIo Bi3yasi3oBaHO
3HAYHO PO3ILIMPeHi MpaBi KamMepu ceplid: MpaBuil
MJIYHOYOK Ta Tepefcep/s, BiAXUIEHHS MixX-
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Puc.1. PenTreHorpadoia rpygHoi Knitku. Kapaiomerarnis,
renaromeranis

Puc.2. Exokapgiorpadis. lMapactepHanbHa nosuuis, 4oBra Bicb.
CTpinka BKasye Ha 3Ha4HO PO3LUUPEHWNIA MPABWIA LLYHOHOK

Puc.3. Ex0Kapniorpaq)iﬂ YoTupukamepHa nosmuis: 1 — posLum-
peHe npase Nepeacepas, 2 — Po3LWNPEHNIA NPaBuii LLTYHOHOK

ISSN 2663-7553 Modern pediatrics. Ukraine 5(101)/2019

Puc.4. Exokapgaiorpadis. lMapacTepHanbHa no3ulis, KOPOTKa BiCb:
1 — poswumpeHe npase nepeacepas, 2 — pPo3LUNPEHNI Npasuii
LUNYHOYOK, 3 — fiereHeBa apTepis

Puc. 5. HoTupmkamepHa nosuuis. HelocTaTHICTb TPUKyCNifanbHO-
ro knanana 1,5+ i3 AP perypritayii 75 Mm pT. CT. Ta TUCKOM Y npa-
BOMY LUJTYHO4YKY 85 MM pT. CT.

IIJIYHOYKOBOI TIEPETOPOAKHU B GiK JIIBOTO IITyHOY-
Ka, M0 CBIYUJIO TIPO MiIBUIIEHUH TUCK Y TIPaBUX
kamepax cepiist (puc. 2—4). PeecrpyBanach Heo-
CTaTHICTh TPUKYCITiIaTbHOrO Kiamana 1,5+ i3 rpa-
JIEHTOM TUCKY PETYPriTaliii 75 MM PT. CT. Ta THCKOM
y IPaBOMY IIUTYHOUKY 83 MM PT. CT. Bi/IOBIIHO, IO
CBIIUMIIO TIPO BUCOKY JieT€HEBY TilepTeH3iio
(puc. 5). Takox Oyso Bi3yasizoBaHO Ae(EKT MixK-
repezicepaHoOi leperopoaku 6 MM (puc. 6).

I3 cympacTtepnanpHoi MO3uUIliI Bi3yasnizoBaHO
A0pTy Ta PO3IINPEHY BEPXHIO MOPOKHUCTY BEHY
(puc.7).

[Ipu Bigyasmizaiiii 3HAaYHO PO3NIUPEHUX MTPABUX
KaMep CepIlsl y HOBOHAPO/KEHUX HEOOXIIHO mepe-
JIyCiM BUKJTIOUATH TaKi BPOKEHI BaJU CEPId SK:
KOApKTallid aOpTH, TOTAJIbHUN Ta YACTKOBUM aHO-
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MaJIbHUI JIpPEHAK JIETEHEBUX BEH y TIpaBe Iepe-
cepid, CTeHO3 Ta aTpesilo JiereHeBoi apTepii, gaKi
OyJI BUKJTIOUEHI TTPY TIPOBEIEHHI TPAHCTOPAKa b=
HOI exokapiorpadii.

[Ipuunnau 3HaYHO PO3IMIUPEHUX TPABUX Kamep
ceprd Ta CTPIMKOTO HApPOCTaHHA HHUPKOBOI
HEJI0CTaTHOCTI (3pOCTaB PiBeHb KpeaTUHiHY
(153 mmoumb/m), cevoBunu (16,7 mmoab/n) Ta
neuinkoBux mpod (AJIAT — 629,8 Oxn/n, ACAT —
440,5 MMOJIb/J1)) He OyJid BCTAHOBJIEHI.

3 MEeTOIO MPOIOBKEHHS /IiaTHOCTUYHOTO TTOTTY-
Ky muTuHi OyJI0 TpOBefeHo HeipocoHorpadiio
(puc.8), Ha gKiil BUSBIEHO HAsIBHICTH apTepioBe-
HO3HO1 MasbdopMallii — aHeBpu3Mu BeHu ['amena,
gKa i OyJa TPUYMHOIO CePLEBOi HEeIO0CTaTHOCTI
y IUTUHU.

Y Billi ABOX THKHIB AUTHHI GyJIO TPOBEAECHO
KOMIT'IOTEPHY ToMOTpadiio 3 B/B KOHTpPaCTyBaH-
HSIM, Ha sKiii Gyjo miarBepiskeHo osHaku ABT
3 PO3BUHYTUMH KOJATEPATAMU Ta MONTUPEHUMU
NIypaTbHUMU CUHYCAaMH, BEHTPUKYJIOMETATIEI0, SIK
HaCJIJIOK BEHO3HOI Tineprensii (puc. 9).

Jutiaa OGyJia KOHCYJIbTOBaHA HEHpOXipyprom,
SIKWI PEeKOMEH/IyBaB IPOJIOBKEHHS MeIMKaMeH-
TO3HOTO JIIKyBaHHS CEPIEBO-CYJANHHOI HEJ0CTAT-
HOCTI Ta cTabiisalliio cTaHy i3 IIaHOBUM eH/I0Ba-
CKYJISPHUM BTPYYaHHSIM y Billi 5—6 MicsiliB.

HesBaskatoun Ha Bci mpoBeieHi 3aX01, ITUTHHA
moMepJia y Billl TPHOX MICAIIB y 3B'I3KY i3 BUPa3-
HOIO CEepIIeBO-CyIMHHOIO0 HEJIOCTATHICTIO.

[Tix wac po3tuny OyJI0 TATBEPIKEHO apTepio-
BEHO3HY MaJIb(hOpPMAIIito Cy/IUH TOJOBHOTO MO3KY:
ABT' 3 MHOXXUHHUMU apTEePiOBEHO3HUMM TIIyHTA-
mu (I Tum 3a kmacudikariero G. Yasargil). Kapmio-
Mmerauist: maca cepiist 60 r (N — 21 1), rineprpodist
[IPaBUX BIJJIJIIB cepllsl, HEJOCTATHICTh TPUCTYJI-
KOBOTO KJIATIaHa, JiereHeBa TirepTeHsisa. XpoHiune
3arajibHe BEHO3HE IOBHOKPIB'S: «MyCKaTHUI»
$ibpo3 TewiHKK, I[aHOTUYHA IHAYpAIis HUPOK
i cenesinku, aHacapka, HaOPSIK CTPOMM Ta TOJIOB-
HOTO MO3KY, BOTHUIIIEBI KDOBOBUJINBY TA TTAPEHXi-
MaTo3Ha AUCTPodid BHYTPIMIHIX OpraHiB. 3AMBHA
ceposHa OpoHXOINMHEBMOHist (6ak. mociB. Ned —
Pseudomonas aureginosa), npaBoOiYHUIT JIOKAIb-
HUM THIHHO-(DIOPUHOBHUI IIJIEBPUT, IPABOOIYHMIT
ITHEBMOTOPAKC.

PCBYJIbTaTI/I I[OCJIiﬂ?KeHHﬂ Ta IX O6I‘OBOPCHH$I

AneBpusma Beru [asiena — 11e apTepioBeHO3HU
HIYHT y cybapaxHOigaIbHOMY ITPOCTOPI Ta Y XOPOi-
masbHii mismHi. Steinheil Briepine omvcas 1o maTo-
Jiorito y 1895 pori. ¥ 1949 p. Boldrey ta Miller omu-
caTu MHOXWHHI apTepioBEeHO3Hi KoJaTepasi, IIo
npenyBaiucs y posiupeny Beny Lasena. Y 1989 p.
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Raybound mocnizus amatomiio mepcucTyiouoro
eMOpIOJIOriYHOTO TIoTIepeiHnKa BeHn lamena —
cepelHHy TIpo3eHTiedaTivHy BeHy MapKOBCHKOTO.
Lasjaunias ksiacudikysaB aneBpuamy Benu [asiena
Ha JIBI aHatoMmiyHi dopmMu — MypasbHy (TpsiMa
(ictyma no mposentiedaniuynoi Benn MapKOBCHKO-
T0) Ta XOpoiJjaibHy (MHOKUHHI XOPOiZIasibHi apTepil,
110 BIA/AIOTh Y IPOMIXKHY CITKY TIEpeJl THM, SK Jipe-
HYBaTHUCS JI0 BEJIMKOTO BEHO3HOTO MIITKa) — i BCTa-
HOBUB, 1110 JIpyTa (hopMa 3yCTpidaeThCs YacTillle.

Y crarti HaBeneHO KJIHIYHUN BUIIQIOK aHe-
Bpu3MU BeHM lasiena y HOBOHAPO/KEHOI JiBYMH-
KU 13 BaJKKOIO CEPIEeBO-CY/IMHHOIO HeJJOCTATHICTIO,
Mo KJIiHIYHO MaHidecTyBaja y paHHbOMY HeoHa-
TAJILHOMY Tiepiozi. ¥ HOBOHAPOKEHOI OyJI0 iar-
HOCTOBAaHO XOPOifaJbHUI TUT MajbgopMarlii,
akuil kracudikyeTbesd gk [ Tum 3a kracudikaitieio
Lasjaunias ta I tun 3a kracudikariero Yasargil [7].
Kriniuni o3HaKM BaXKKOi CEpIIEBO-CYAUHHOI HE/I0-
CTaTHOCTI cIoCcTepirajmcss Bifpa3y TMiciag Hapo-
JUKEHHS, M0 TaKOXK BKAa3y€ Ha HECIPUSATIUBUN
TTO/TAJIBIIIN TIPOTHO3.

3a IaHUMH JIiTepaTypu, MeXaHi3M BUHUKHEHHS
CEpPIIEBO-CYJAMHHOI HelocTaTHOCTI y fiTelt i3 ABT
MOSICHIOETHCSI THUM, 10 BHYTPIIIHbOYTPOOHO
CYAMHHMIT OIIp y 1epedpabHUX apTePiOBEHO3HUX
MaJb(HOPMAITisiX € HU3bKIM, 1110 3yMOBJIEHO HU3b-
KOIO PE3UCTEHTHICTIO MaTKOBO-TIJIATIEHTaAPHOTO
KPOBOOGITY, TOMY CEpIEBO-CYJAMHHA HEI0CTaT-
HICTb HE PO3BUBAETHCS Y IIPEHATAIIBHOMY TIEPiOIi.
[MocTHaTanmbHO, TiCAA BUKIIOUYEHHS HU3BKOPE3H-
CTEHTHOTO TJIAIIEHTAPHOTO KPOBOOOIry, 301/IbIILy-
€TbCSI CUCTEMHUU OIiP, MOKPAIYETHCSI KPOBOTIK
yepes 1epedpaibHi apTepioBeHO3HI (DiCTy/IH, THM
CaMUM CHOPUYUHSIOUN CUHAPOM <«OOKpaIaHHsI»
CHUCTEMHOTO KPOBOTOKY, 1110 TTPU3BOAUTH 10 BUHUK-
HEHHS CeplleBO-CYy/IMHHOI HEJOCTATHOCTI 3 BUCO-
KUM CEepIIeBUM BUKHUIOM [J].

Bin poamipy dicTtyn 3anexaTh KiJIbKICTb KPOB,
10 MIYHTYETHCA B Hill, @ TAKOX TEPMiHU PO3BUTKY
Ta BaXKICTh Iepebiry cepreBo-CyAMHHOI Hemo-
crarnocti [5]. CepiieBo-cyinHHa HEAOCTaTHICTD
PO3BUBAETHCST Y 3B'4I3KY 13 TepeHaBaHTAKEHHSIM
00'eMOM KPOBI IIpaBUX BiILIIB ceplis. Y 3B'sI3KY 3
HU3bKUM 11epeOpaIbHUM CYAUHHUM OTIOPOM, GiJTh-
IIICTh CEPIIEBOTO BUKUJTY 13 JIIBOTO NIJIYHOUKA CKe-
POBYETHCS 710 TOJIOBHU.

Ili mexanismMu TPU3BOAATL 70 3HUKEHOTO
CHCTEMHOTO KPOBOTOKY, BMPa3HOTO alll/103y,
TTOTEHIIITHO /IO TIOJIIOPTaHHOI iTT1eMii Ta IEPCUCTYTO-
4oi JIereHeBoi rineprensii y HoBoHapoKeHoro [2].

HemouaTa, ki MatoTh KJIiHIYHI IIPOSIBU cepiie-
BO-CYZIMHHOI HEOCTATHOCTI Bif[pa3y TMIicCIs Hapo-
JUKEHHsI, TIOBUHHI OyTH OOCTEKEHI JUTSYUM Kap-
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Pue.6. Exokappiorpadis. Cy6kocTanbHa no3uuis. BTopuHHMIA
nedyekT mixKnepeacepaHOi neperopoaku 6 Mm

Pue.7. CynpacTepHanbHa noauuis. [lyra aoptn: A — gunatoBaHa
6e3imeHHa BeHa (1); B — 306paXxeHHs i3 KONbOPOBUM LOMMNIEPOM

Puc.8. HeiipocoHorpadiis. ApTepioBeHO3Ha Manbdopmais —
aHeBpu3ma BeHu fanexa

ISSN 2663-7553 Modern pediatrics. Ukraine 5(101)/2019

Puc. 9. Komn'totepHa Tomorpacpis — aHriorpadis

JII0JIOTOM 3 METOI0 BUSIBJIEHHSI BPOJKEHOI Bajin
cepird. KmiHIIHO 1iaTHOCTYETHCS 1iaH03, CUCTOJTIY-
HUI [IyM Ta Bi3yasli3yeTbcsl 3HaYHE BUOYXaHHS
Ta IyJbcallisg muitHuX BeH. 1liaHo3 3a3BUuaii BKa-
3y€ Ha IEPCUCTYIOUY JIETEHEBY TiMIEPTEH3II0 3 O3HA-
KaMu IIPaBO-JIiBOrO IIYHTA HA PiBHI apTepiajbHOI
npotoku [2]. fk mpaBwuyio, MOCTIHUN TITyM MOKe
BUCJIYXOBYBAaTHUCS Haj TiM'G4KOM, TPOTe JiKapi
3pifika MPOBOAATH AyCKYJbTallil0 TiM'sUKa, dK 1
Y IJaHOMY BUIIQJIKY.

Ha pentrenorpacdii oprasiB TpyIHOI KJITKH
JIIarHOCTYETHCS TONIMPEHUH CcuJyeT cepis 3a
paxyHOK TmpaBux Horo Bigmainis. Ha emextpo-
Kap/iiorpaMi BU3HAYAIOThCA O3HAKU TimepTpoddii
MIPaBUX BiJTIJIIB cepiis Ta inemiuni 3minu [1].

Exokapmiorpaciuno, gk mpaBuio, Bidyamisy-
€TbCA CTPYKTYPHO 3/I0pOBE ceplie 3 PO3IMTUPEHUM
MIPAaBUM IIJIYHOYKOM Ta IIPAaBUM Iepejcepsm
i3 HU3DBKOIO CKOPOTJIMBOIO 3JIATHICTIO MioKapja,
O3HaKaMHU CYIPAaCUCTEMHOTO THUCKY B IPaBOMY
IMJIYHOUKY Ta JeTeHeBifi apTepii, mpaBo-JTiBUI
IIYHT Yepe3 BIIKPUTY apTepiajbHy IPOTOKY.
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| Hemosns i3 ABI' |
aHi 06’€KTUBHOIrO
:> LWkana Bicetpa
* < 8 - nikyBaHHS He NokasaHe

Ta napaksiHi4Horo
06CTEeXEHHS
* 8-12 — ypreHTHa embonisauis
* > 12 embonizauis y Biuj 5 micsujs

i3 NPOAOBXEHHSAM

1. KapgionoriyHi
MeANKaMEeHTO3HOr O NlikyBaHHS

2. HeiipoxipypridHi

3. HeBponoriyHi

Ta EXOEl o3Haku

4. TpombGoUMTK
\NpoTpOoMBiHOBWUIA Yac
5. CevoBuHa\KpeaTuHiH

Puc. 10. Anroputm HagaHHa gonomorn gitam 3 ABI

HartomicTb JIiBUII HIIYHOUOK CKOPOYYETHCS 100pe
i He € po3mupeHnM. Takok BU3HAUYAETHCS JIMIaTa-
I1isT Lyr¥ aopTH Ta Ge3iMmenHoi Benn [1].

Exoxkapiosioriuae 00CTeKeHHST BKJIIOYAE OIliH-
Ky (YHKIIII yciX Kamep cepllsd, HasgBHICTb apTepio-
BEHO3HOTO TTYHTa, BUSHAYEHHS TUCKY y JIeTeHeBil
aprepii (HenpsAMUM METO/IOM — OIIHKOIO HIBU/IKO-
CTI TOTOKY Ha TPUKYCIJAJIbHOMY KJIallaHi, Ha
SJKOMY BU3HAYAETHCS HENOCTATHICTH), HAIBHICTD
IHIITMX BaJl CEPIIsT, TAKUX SIK TOTAJTBHUH Ta 4YaCTKO-
BUI aHOMAJIbHUI [PEHA’K JIETEHEBUX BEH Y IIpaBe
Tepeicepis, aTpesisd Ta CTEeHO3 JIeTeHeBOl apTepii,
KOApKTallisgd aOpTHU.

Y nanomy BUTIAZIKY yTa aOPTH Bi3yasi3yBaJia-
cs1 6e3 o3HaK gedopmaltii Ta BiAKPUTOI apTepiasb-
HOI IIPOTOKH, Y YePEBHI a0PTi BUBHAUABCS I1YJIbCY -
founii kposoTik. ITpu orsii BusHavamacs x100pa
MyJIbCAITisT Ha CTETHOBUX apTepisiX 3 060X CTOPIH.

TorasbHOMY aHOMAJBHOMY [IPEHAXKY Jere-
HEBUX BeH y IIpaBe Ilepejicepis IpuTaMaHHi reMo-
MMHAMIYHO MaJjie JiiBe repencepisi, KOPOTKa Bill-

CTaHb BiJ JIIBOTO TIepeicepisl 10 HU3XITHOI aOpTH
3 JIOBroi oci, 1o m06pe BidyasisyeTbcst i3 mapa-
CTEepHATBHOI TIO3WUIIii, Ta HEMOKJIUBICTH Bi3yasli-
3allil BIIQMiHHS YOTUPHOX JIETEHEBUX BEH Yy JIiBe
nepeacepiss, mo OyJ0 BHUKJIOUYEHO Yy JAaHOMY
BUTAIKY.

Komm'torepra Tomorpadis Bifiirpae BUpimiasib-
HY POJIb y BCTaHOBJIEHHI jaiarHo3y. IlepebpanbHa
anriorpadis 1a€ MOKIUBICTD JIETATHHO Bi3yasi3y-
BaTH CyAMHU, IO € BUBHAYAJBHUM IIPU TIJIAHYBaH-
Hi [IOJAJIBIIOrO JIiKyBaHHSI.

JlikyBanust ABT mepemnbauae crabimizaiiio
3 GOKY cepIieBO-CyAMHHOI cucTeMu. [[boro MmosxkHa
JIOCATTH 32 PaxXyHOK 3HWKEHHS CUCTEMHOTO Ta
JIETEHEBOTO CYJAWHHOTO OIOpPY Ta TOKpalleHH
CeplieBOro BUKUIY 1 CKOPOTJIUBOI CUCTOJIYHOL
(ynKIIi ceprid.

onizbHO 3acTOCOBYBAaTH Ba30UJIATATOPH,
SK CcaMOCTIMHO Tak i B KOMOiHAIll i3 HU3BKOIO
YU CepeqHbOI0 03010 iHOTPOMHUX IpernapariB.
Mispinon (iuribitop docdomiecrepasu) ta inra-
JIILIHHUH 3aKUC a30TY JA0Th TO3UTUBHUI KJIiHIY-
HUNl edeKT I 3HWKEHHS JIETEHEBOTO OTIOPY.
VY nesikux Bumajgkax weobOxigHa iHdysis mpocra-
rimanauHy E, o6 36epertu mpaBo-JIiBUI IIYHT
yepes aprepiajbHy IPOTOKY Jist 3a0e3ledeHHs
aJIeKBATHOI CUCTEMHOI TTUPKYJIALT [5].

3HauHa yBara MOBUHHA MPUIIATACS HEBPOJIO-
FYHOMY OOCTEKEHHIO, BKJIIOYAIOYM €JIEKTPOCHIIE-
anorpadiro, BUMipIOBaHHST OKPY;KHOCTI TOJIOBU Ta
BUSBJICHHA O3HAK TIiABUINEHOTO BHYTPINTHbOYE-
penHoro THUCKY Ta rigpornedasii. Hespajkaioun Ha
Te, 1[0 OCHOBHOIO JKUTTEBO 3aTPO3JIUBOIO TIPOOJIe-
MOIO € TIporpecyiova cepiieBa HeJocTaTHicTh, ABT
MOKe TaKOK OyTH IPUUMHOIO PO3BUTKY BasKKHX

Tabnuuys
Lkana BiceTpa
Ban ®yHkuis CCC Liepe6panbHa dyHKLisa BAunxanbHa PyHKuUif MeyinkoBa PyHKLis BupinbHa dpyHkuisa
5 Hopwma Hopwma Hopwma - -
1
4 O?szr::xliﬁi?a Cy6KniHiYHi, i301b0BaHi TaxinHoe, BUNMBae
: ’ nopyLUeHHs Ha ExoEl  |nnsilueyky monoka/cymitui -
663 TikyBaHHS opyLue a Exo NALEYKY MOJIoKa/cy
HepocTaTHiCTb, KoHBynbCii BigCyTHI, TaxinHoe, He poigae .
3 crabinisosaHa MPOMIiXHi HEBPONOTiYHi NASLLEYKy Fenatomerani BIACYTHS, Hopma
: . yHKLiA He nopyLueHa
NiKYBaHHAM CYMNTOMM Mif Yac rogyBaHHs
HepocTatHicTb . [obpa catypadis .
) ’ |3onboBaHi o [enatomeranis .
2 He BiArykyeTbes K3c(>):|15 on:::i'l' Ha LUTYYHIA BeHTURALji ® eHKii: Hee ﬁg ’Lﬁgg a TpaHauTopHa aHypis
Ha NiKyBaHHs Y FiO2<25% y Py
. [o6pa catypaduis, Ha . Lo
1 ;ﬂﬂﬂ Cynomu LUTYYHI BeHTUAALT [MeviHkoBa HepJocTaTHICTb Hech]aSu:]li;KHMBv;Empes
W FiO2>25% pu kY
He Bigrykyetbcsi MMocTilHi HeBpoONOriUHi LTy4Ha BeHTURALS, AGHOpMAn&HI MOKASHMKIA .
0 Ha nikyBaHHS CYMNTOMM pecarypadis Koarynorpamu, NiABMLLEHI Arypis
hepmeHTH

IIpumimra. Po3paxynok Makcumaibioro 6asa: 5 (cepiiesa) + 5 (1iepeGpasbha) + 5 (uxanbia) + 3 (newinkosa) +3 (nupkosa) Gynkiiis = 21,
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1epedpabHUX YCKJIAIHEHb, TaKUX SIK eHIedano-
naris, rigpoiedarid, cylioMu Ta BiJCTaBaHHS
y Gi3UIHOMY PO3BUTKY.

OnHuM i3 BapiaHTiB BU3HAYEHHSI MOTEHIIHHUX
MOKJIUBOCTEN JikyBauus fitelt i3 ABI' € 3acToc-
yBanus mkaau bicetpa [4,7]. 1l mkama ckmana-
eThcst 3 21 Oasa, sIKi HaZalOThCS 3a BUPa3HICTb
O3HaK 1 KJIHIYHUX CUMIITOMIB, XapaKTepPHUX JIJIs
TIOPYIIIeHHs CepIieBO-CYyINHHOI, AUXATbHOI, Hep-
BOBOI, TPaBHOI Ta BUILIBHOI cucteM (TabiL.).

Kuainiuni Ta 1a6opaTopHi MOKa3HUKK BUKOPU-
CTOBYIOTBHCS [I7ist oOumcentst GamiB Bicerpa. Ban
<8 i3 21 BKasye Ha HECHPUSATJIUBUN IPOTHO3,
a HEMOBJIST BBAJKAETHCSI HECTAOLIbHIM JIJIsT YPreHT-
Hoi emOorizartii. Bas mixk 8 ta 12 BKasye Ha Te, 110
embouizalnis Moxe OyTH YCIHIIHOK Yy IIOIO
xBoporo. ban >12 Bkasye Ha Te, MO HEMOBJ
€ MOOpPUM KaHIUIATOM JIJIsl JIIKYBaHHSI CEepIIeBO-
JiereHeBol HemocraTHOCTI. JIiKyBaHHS HEOOXiZHO
[IPOBOJUTH Y Billi GJU3BKO II'ATU MICSIB, TOKH
auTHHA Habepe Bary, Ta PU3SHKU PO3IIUPEHOI
emOoutizartii 6yyTh 3HAYHO HUKUUME. AJITOPUTM
aikyBanug ABT naseneno na puc. 10.

HesBaxaioun ma jikyBanms, y 61u3bko 50%
TAIEHTIB, 32 IAHUMU JIiTePaTyPH, TaK i HE BJIAETD-
st TocsATTH cTabisisalii ceprieBo-Cy AMHHOI CHCTe-
MU, a XipypriuHe JgikysBanHsi ABI BBaskaeTbcs
MasoedextusaUM [10].

Ha cprorosni HemMae 3aTBep/KeHUX TPOTOKOJIB
JIIKYBaHHS JIJAHOI 11aTOJIOT11, OCKIJIbKU He IPOBOJIU -
Jch MaciTaOHi KiiHiuHi gocaimkenss. Jlabopa-
TOpHA [iarHOCTHUKA IMOBUHHA (OKyCyBaTUCS
Ha OIHI (DYHKINI TEYiHKH, CepIieBO-CYINHHOI
Ta cedoBuAinbHOI cucteMu. PiBerb NT pro-BNP
TMOBUHEH BU3HAYATHUCS JIJISI OLIIHKU YPasKeHHS Mio-
Kapia BHACJIOK BUCOKOI JIeTeHEeBOI TillepTeHs3ii
Ta MoJIiopramHoi imemii [6].

Xipypriune gikyBaHHsa ABI Bkitouae Biikputy
oTiepartifo, TPAMUN TPAHCTOPKYISIPHUAM TOCTYTI 10
jiraimii, TpaHcapTepiaJbHy eMOoJi3aliio Yu
BHYTPilIHbOBEHHY eMmbouizaiioo. CraTuctuka
Xipypriyuux BTPy4YaHb BIIKPUTUM JOCTYTIOM
nokaszye maitke 100% JgeTanbHiCTh, TPAHCTOPKY-
JISPHUH JOCTYT TaKOK HE € YCITIITHUM, a TPAaHCBE-
HO3HUH JIOCTYTI TPU3BOAUTH /10 BAXKKUX KOTHITHB-
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Bucuosku

AmneBpuama Benn lanena — 1me Haa3BUYAHO
piZIKicHa TaTOJIOTid, 10 YacTO [[iarHOCTYETHCS
nyske 1i3Ho. JlaHW BUIIAQJIOK JE€MOHCTPYE
HeoOXigHicTh Bukiodenus ABI mpu BupasHiii
cepIleBiil HeOCTATHOCTI y miTell Ge3 BPOKeHoi
Ba/IA CEPIIS.

Jlikapi, Mo TPOBOAATH MpeHATATbHYy YJIbTpa-
3BYKOBY JIIaTHOCTUKY ILJIO/IA, TA IATSYl KApA10JI0THT
MOBUHHI OYTH HACTOPOKEHUMHU IIOJI0 BUSIBJICHHS
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ckyJssipHe sikyBanHs ABT BBaskaeTbest HallGisbIn
edeKTUBHUM TIPU AaHiil MaToJIOTii, TTOTIPU TOCUTH
BUCOKY IiCJIS0NepaIiiiHy JeTaabHiCTh.

Aemopu 3a56815:0mb nPo 8I0CYMHiCMy KOHPIIK-
my inmepecia.
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Bruges will host our 67th Annual Scientific Meeting in 2020, 8" —
We will be based at the Oud Sint Jan (Old Saint John Site).

BARD (Biliary Atresia and Related Diseases)

BARD will join us on 10" & 11™ for their 2nd Congress.

Our Headquarters hotel will be the Grand Hotel Casselbergh, a ten minute walk from the Oud Sint Jan and you can book
this hotel via our concierge service (BAPS receives no percentage).

10 July 2020

https://congress.baps.org.uk/location/
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CuHppom Anbnepca—lyTTreHnoxepa y nikapcbkin
npakTuui (KniHiYHMA BUNaaok)

'AY «lHcTuTyT cnagkosoi natonorii HAMH Ykpainn», m. J1bBiB
2Megamn4Huii hakyneteT YHiBepcuTeTy M. XKelys, MonbLya
*JTbBIBCbKMIA HaLiOHaNbHUI MEAUYHWIA YHiIBepcUTeT iMeHi JaHunna Manuubkoro, YkpaiHa
‘KoMyHanbHuii 3aknag JIbBiBCbKOI 06nacHoi pagu «J1bBiBCbKe o6nacHe natonoroaHaToMivyHe 610po», M. J1bBiB, YKpaiHa
SKomyHanbHe HekomepLiiiHe nianpreMcTBO J1bBIBCbKOI 0651aCHOT pagy «3axigHOYKpaiHCbKUWIA crieLiani3aoBaHUi OUTAYUA MEOUHHUIA LEHTP»>,
M. JIbBiB, YKpaiHa
Modern Pediatrics.Ukraine.2019.5(101):141-147; doi 10.15574/SP.2019.101.141

For citation: Dushar MI, Akopyan HR, Volos LI, Kovalyk OY et al. (2019). Alpes-Guttenloher syndrome in medical practice (clinical case).
Modern Pediatrics.Ukraine. 5(101): 141-147. doi 10.15574/SP.2019.101.141

CuHapom Anbnepca-lyTTeHnoxepa — pifKiCHe Ta BaXKe MITOXOHApianbHe 3aXBOPIOBAHHS, SIKE BMHUKAE BHACMILOK BUCHAXEHHS MiTOXoHApianbHoi OHK
(MTOHK) T2 06ymoBneHe myTauiamu y reHi POLGT. XapakTepuayeTbCs Tpiagod CUMNTOMIB — MPOrPECYO40t0 Perpecietd PO3BUTKY, BXKIMMMU CyA0Mamu
Ta NEYiHKOBO HEAO0CTATHICTIO. XBOP0OOA HEBMHHO NPOrPECYE | 4aCTO NPU3BOANTL 40 CMEPTI BHACNIAOK NE4iHKOBOI HEOCTATHOCTI a60 eninenTU4HOro crartycy
NpoTArOM YOTUPbLOX POKIB Bif MOYaTKy 3axBOPOBaHHA. JlikyBaHHS eninencii npenapatamu BanbnpoeBOi KMCNOTWM NPU3BOAUTL A0 LUBMAKOTO MoYaTky
MEeYiHKOBOI HeJOCTATHOCTI, TOMY Or0 CMiJ YHWKATW. Y CTaTTi ONMCAHO CMOCTEPEXEHHS 8-MiCAYHOI AUTUHM i3 MIOKNOHIYHOK Eenifencierd Ta neviHKoBO
HELOCTATHICTIO, fiKAa BMHWKNA HAa TNi NiKyBaHHA BanbMpOEBOK KWUCMNOTOKO i3 NETanbHUM Hacnigkom. [iarHo3 MiAgTBEpAXEHO MONEKYNAPHO-reHeTUYHNM
DOCAiIKEHHAM post mortum.

[locniixeHHs BUKOHaHI BigNOBIAHO [0 NpuHUMNiB MenbciHcbkoi [eknapauii. MpoTokon AOCNIMKEHHA yxBaneHun JlokansHUM eTuqHumM Komitetom (JTEK)
BCiX 3a3Ha4eHuX y po6oTi ycTaHoB. Ha npoBefjeHHs AOCNiLKeHb 6YN0 0TPUMAHO NOiH(OPMOBaHY 3rofly 6aTbKiB AUTUHN.

ABTOpPM 329BNIAKOTH NPO BiAICYTHICTb KOHMNIKTY IHTEPECIB.

Knio4oBi cnosa: MiToXxoHApiansHa xsopo6a, cuHaApom Anbnepca—IyTTeHnoxepa, Banbnpoaru.

Alpes-Guttenloher syndrome in medical practice (clinical case)

M. Dushar', H.R. Akopyan', L. Volos®, 0.Y. Kovalyk’, 1.0. Loshak’, G.M. Gubych®

'Sl «Institute of Hereditary Pathology of NAMS of Ukraine», Lviv, Ukraine

*Faculty of Medicine, Rzeszow University, Poland

Danylo Halytskyy Lviv National Medical University, Ukraine

‘Municipal institution of Lviv regional council «Lviv regional pathoanatomical bureau», Lviv, Ukraine

*Communal noncommercial enterprise of Lviv regional council «Western Ukrainian Specialized Children's Medical Centre» Lviv, Ukraine

Alpes—Guttenloher is a rare and severe mitochondrial disease that results from depletion of mitochondrial DNA (mtDNA). Caused by mutations
in the POLG1 gene. The syndrome is characterized by a triad of symptoms — progressive regression of development, severe convulsions and liver failure. The
disease progresses steadily and often leads to death due to liver failure or epileptic status within four years of the onset of the disease. Treatment of epilepsy
with valproic acid can lead to a rapid onset of liver failure and should be avoided. In this article we describe the case of an 8 month old baby with epilepsy
and liver failure on the background of valproic acid treatment with a fatal case. The diagnosis was confirmed by molecular genetic study post mortum.

The research was carried out in accordance with the principles of the Helsinki Declaration. The study protocol was approved by the Local Ethics Committee
(LEC) of all participating institution. The informed consent of the patient was obtained for conducting the studies.

No conflict of interest was declared by the authors.

Key words: mitochondrial disease, Alpes—Guttenloher syndrome, valproic acid.

Cunpgpom Anbnepca—lyTTeHnoxepa Bo BpaueOHO npakTuke (KINHUYeCcKuin cny4aii)

MU. Qywap', 'P. Akonan™, JIN. Bonoc®, 0.4. Kosansik’, 1.0. Jlowak®, .M. [y6b14°

TY «WHcTuTyT HacneacTeeHHoi natonorum HAMH YkpauHbl», T. JTbBOB, YkpanHa

*MepuumnHcKuin hakynbeteT YHusepcuTteta r. XKelwys, Monblua

*J1bBOBCKMIA HALMOHANbHbIA MEAULIMHCKMIA yHIUBEPCUTET MMeHn [aHuna Fanuukoro, YkpauHa

‘KommyHarnbHoe yupexzeHue J1bBoBCKOro 0671acTHOro coseta «J1bBOBCKOE 0611aCTHOE NaTonoroaHaToMU4eckoe 6topo», r. J1boB, YkpanHa

’KomMmyHanbHoe HekoMMepyeckoe npeanpusTie JIbBOBCKOTO 06MACTHOrO COBeTa «3anafHOYKPauHCKWA Chewuanu3avupoBaHHbIi AETCKUA MeanuUMHCKMIA
LieHTp», T. JIbBOB, YKpanHa

Cunpgpom Anbnepca—TyTTeHnoxepa — peakoe M THXEN0e MWUTOXOHApMANbHOe 3aboneBaHue, KOTOPOe BO3HWKAET BCMEACTBME MCTOLLEHWS
muToxonapuanbHon OHK (MTOHK) n o6ycnosneHo myTauuamn B reHe POLGT. XapaktepusyeTcs TpUagoit CUMNTOMOB — MPOrpeccupyloLLert perpeccuen
pa3BUTUSA, TSHKENbIMI CYAOPOraMu U MEYEHOYHON HeJOCTaTOYHOCTbIO. Bone3Hb HEYKNOHHO MPOrpeccupyeT 1 4acTo MPUBOAUT K CMEPTU OT MEYEHOYHON
HEAOCTATOYHOCTM WAW 3NUNENTUYECKOro CTaTyca Ha NPOTSXKEHUM YeTbIPeX JeT 0T Hayana 3abonesaHus. JleveHne anunencun npenaparami BanbnpoeBoit
KWCNOTbI NPUBOANUT K BbICTPOMY Hadasny ne4eHo4HO HeLOCTaTOYHOCTI, NO3TOMY ero cnefyer u3beratb. B cTatbe npeactasneHo HabNtAeHNe 8-Mecs4HOro
pebeHKa C MUOKMOHNYECKON 3MUencuen n neYeHoYHON HeA0CTaTOYHOCTbI0, BOSHUKLLEN HA (DOHE NIeYEeHNs BanbnpOeBOii KNCNOTON C JIeTanbHbIM UCXOLOM.
[narHo3 noATBEPXAeH MONEKYNAPHO-TeHETUYECKUM UCCNeA0BaHNaM post mortum.
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cenenosanue 6b1n0 BbINMOMHEHO B COOTBETCTBUAN C NpUHLMNAMK XeNbCUHCKOR [eknapauuu. MpoTokon nccnefosaHus 6bin 0f406peH JTokanbHbIM 3TUHECKUM
KomuteTom (J13K) BCex y4acTByroLMX y4pexaeHuid. Ha npoBeaeHre nccnenoBaquii 6610 Noay4eHo MHAOPMUPOBAHHOE Cornacue poanTeneil pebeHka.

ABTOpbI 3a8BNAIOT 06 OTCYTCTBUN KOH(INKTA UHTEPECOB.

Knioyesble cnoBa: MUTOXOHAPUANbHOe 3a6oneBaxue, cuHapom Anbnepca—IyTTeHN0Xepa, Banbnpoarsl.

Beryn

unapom Agbrniepca—IlyTrrensioxepa (AHS,

OMIM # 203700) — ayTocOMHO-peliecrB-
He 3aXBOPIOBaHHS, CIPUYMHEHE MYTaIli€lo TeHa
POLGT, 1m0 nipu3BoAnTh 0 3HWKEHHS (DYHKITIO-
HaJIbHOI akTUBHOCTI rammanomaimepasu (POLG),
KJII0YOBOTO KOMIIOHEHTA Pperiikailii Ta BiHO-
Baenusi Mitoxonapianpuoi JHK (mtDNA).
Yacrota y momyJsiii cTaHOBUTH HPHUOJIU3HO
1:100 000 ;kBOHAPO/KEHUX.

Beprapn Anprepc y 1931 p. Buepine onucan
icropito XBOpoOM YOTUPUMICAYHOI AIBUMHKU
3 HOPMAJTBHUM PO3BUTKOM, Y SIKOI PAariTOBO BUHU-
KJIM PE3UCTEHTHI JI0 Tepatlii eniJienTUYHI Haraiu,
110 TTPU3BEJIN JI0 NIBUKOI cMepTi qutuay [1].

Ha noBHwuit onuc 6GioXiMiYHUX Ta TeHETHIHUX
acriekTiB AHS 3nHamobunaocs aBa MeCSITUITTS.
Y 1999 p. Hagaro 6ioximMiuHi JOKa3u TOTO, IO C-
¢dynakmiga POLG npusBoauTbh /10 BUCHAKEHHS
mt/[HKa i € mpuuunoio cunmapomy AJjbiiepca.
[Meit ommc cTocyBaBcs 19-micauHOl IUTUHY, Y SAKOT
3'BUJIACST ATAKCid, 3TOJIOM TTPUEHATACS TIEUiHKO-
Ba HEJOCTATHICTD, KA TpU3Besna 10 cMepTi [8].
¥ 2004 p. Naviaux ta Nguyen ornucajiu naToJjoriu-
Hi myTartii y reni POLG, Bianosifanbhi 3a (eHo-
turt AHS [7]. Y 1992 p. Bicknese Ta criBaBT. omm-
CaJiM TOKCUYHY Jil0 Ha TEYiHKY BaJbIPOEBOI
kucaotu y apiteit i3 AHS [2]. Ilepmi cumnromu
HalgacTiie 3’IBAJI0TbCS Y Billl Bil 2 10 4 POKiB,
3 miamazoHoM Bija 3 wmicaniB g0 8 pokiB [4]. Bik
neboTy Mae OiMOmadbHUIT PO3IOALT 3 APYIHM
mikoM Bix 17 mo 24 poxkis, 3 aiamazonom Big 10 1o
27 pokis [13]. Hacamriepesn ypaskaioTbcst Ti opra-
HU, sIKi TOTPeOYIOTh BEJUKOI KiJBKOCTI €Hepril:
MO30K, nepudeprudyHa HepBOBa CUCTEMa, TediHKa
Ta INJIYHKOBO-KUITKOBUI TpakT. Jlo MOMeHTY
MOSIBY TIEPITUX CUMIITOMIB y TIepeBaKHOI Gisib-
HIOCTi JiTell PO3BUTOK HOpMajbHUii. [HbekIii,
0COOJIMBO BIPYCHI, MOXKYTh CIIPOBOKYBATH PO3BH-
TOK 3aXBOPIOBAHHS y AUTUHU / MOJOOI JIIOAMHA
3 MyTattisimu y reti POLG 1 abo mocuimig nporpe-
cyBaHHsI 11p0TO TIOpytieHHs [9]. Y 50% nartienTis
CUH/IPOM /1€0I0TYE 3 eliIeNTHYHUX HalaliB, Mics
BUHWKHEHHS SIKUX 3aXBOPIOBAHHS IIBUJKO IIPO-
rpecye. Ha mouaTky 3axBOpIOBaHHS IepeBaKa€e
YIOBIJIbHEHHSI OCHOBHOI aKTWMBHOCTI TOJIOBHOTO
MO3Ky, ¥ enijenTugOpMHiI NOPYHIEHHS MAalOTh
MepeBAXKHO TiM SHO-TIOTUJIWYHY JIOKAJi3aIliio
na esiekrpoeniiedasnorpadii (EET). 3 uacom cymo-
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MU CTAlOTh PE3UCTEHTHUMHU /10 MEeNKAaMEHTO3HOI
Teparii. [3 He3pO3yMiINX TPUYNH BIJIMB BaJIbIIPO-
€BO1 KHMCJOTU BUKJIUKAE TMOPYIIEeHHS (PYHKIII
MEYiHKY, i y OLIBIIOCTI TMAIliEHTIB MTeYiHKOBA HEIO-
CTaTHICTh MOKE BUHUKHYTHU TIPOTSTOM 6—16 THX-
HiB Bij] ToYaTKy Teparii [7].

[uchyHKIig Medinkn € OAHUM i3 BaKJINBUX
CHMIITOMIB JIAHOTO 3aXBOPIOBaHHs. Y GiOXiMiuHO-
My aHaJji3i KpPOBi BU3HAYAETHCA TiMOTITIKEMIis,
3HMKEHHS CUHTe3y (haKTOpiB 3ropTaHHH, Iijl-
BUIIIEHHS PiBHSI TpaHCaMiHa3, 1110 CBIIYUTH IPO
MOYaTKOBY CTa/iI0 TEYiHKOBOI HEIOCTAaTHOCTI.
linoksikemist Moxke OYTH OHUM i3 PaHHIX CHM-
NTOMIB 3aXBOPIOBaHHS, 0COOJMBO B MepIli jBa
POKU JKUTTS, i € TPOBICHUKOM ANCGhYHKITI TTediH-
ku. Ilo Mipi mporpecyBaHHSI 3aXBOPIOBaHHSI
y JiTeil PO3BUBAETHCA Aucdaris i MmopyleHHs
MTepUCTATbTUKN KUTTEeYHUKA. [HOAI y TAaITi€HTiB
po3BUBa€EThcs mankpeatut, y 10% piteil BUHMKAE
Kap/iioMionarisi i cepiieBa HeJIOCTaTHICTb.

Yacrto crocTepiraioTbCs AOAATKOBI CUMIITOMH,
Taki gK aTakcis, TIMOTOHIs Ta KipKOBa CJIIOTA,
rOJIOBHUI 6isb, CEHCOpHA Hefporarisi, cracTuy-
Huit maparmapes [5,11].

Ha mouaTky 3aXBOpioBaHHS ITPU TIPOBE/ICHH] Mar-
HiTHO-pe3oHancHoi Tomorpadii (MPT) romzosroro
MO3KY MaTOJIOTIYHNX 3MiH MOJKe He Oy TH, ajie 1o Mipi
nporpecyBaHHst XBopoOu MP-300paskeHHsI J1eMOH-
CTPYIOTh aTpodito, MATOIOTIYHI 3MiHU B Ga3aJbHUX
TAHTJIISIX 1 CTOBOYPI MO3KY. Y JIESTKUX TAII€HTIB CIIO-
cTepiraeTbes ypaskeHHst Mo3ouka [11].

[TinTBepmKeHHSA /MiarHO3y MOMKJIMBE 3a JOTIO-
MOTOI0 TEHETUYHOTO JIOCJIIZKEHHST (CEKBEeHYBAaHHS
reHa raMMmarioJiMepasu ), 6i01cii ediHKy Ta B KiH-
1eBOMY paxyHky ayrorcii [10].

Ticrosoriube JoC/IiKEHHST BUABJISE HAOiIbIIe
VIIKO/KEHHS MO3KY Ta TIEUiHKU. Y TKaHWHI KOpU
TOJIOBHOTO MO3KY BUSBJISIETHCA CIIOHTIO3, BTpaTa
HEUPOHIB Ta acTPOIMTO3, BUPa3HA BTpaTa KJITUH
[Typxinwe [14]. Y meuintii cnioctepiraioTbCs: MOCTO-
Buil hibpo3 abo 1mpos, mpoJridepartist JKOBUOBUBII-
HUX [UISXIB, BOTHUIIEBUI HEKPO3 13 TTOPTAJIbHUM
3anajieHHsIsM abo 0e3 HbOTO, MIKPOBE3UKYJISIPHIMIL
CTearos3, pereHepaTHUBHI BY3JIMKH, Je30praHisaliis
HOPMAaJIBHOT JIOOYJISIPHOT apXiTeKTypH.

[Tarorenerrunoro mikyBauHu:a aig AHS we icaye.

HaBopumo xwiiniune crnocrtepexkenns AHS
y nutunn. [locmizkeHHs BUKOHAHI BiZITOBIAHO /10
npunIuMmiB 'enbcincbkoi [lexmaparttii. ITpotoxkon
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NOCTiKeHHST yXBajieHU# JIOKaJIbHUM eTUIHUM
komiterom (JIEK) Bcix 3a3nauenux y pobori ycra-
HoB. Ha nipoBenenus pocaizkensb OyIi0 OTpUMano
noirdopmMoBany 3rojy 6aTbKiB IUTHHU.

Onuc KIiHIYHOTO BUMIAJIKY

ITpobany sxinouoi crari Bix IIT BariTHOCTI,
sKa nepebiraja Ha TJ TOKCUKO3Y, 3arpO3H BUKH/I-
u4, II TepminoBux moJsoriB Ha 38 THIKHI TecTaltil.
II BariTHiCcTh — CAMOBIJIBHUN BUKW/IEHD HA 8 THIKHI
rectartii. CTan mpu HapoKeHHi 3a/{0BITbHII, Maca
3500 r, moBxkuHa 53 cM. 3 MOJOTOBOTO OYIHMHKY
BUITMCAHA K 3710poBa AuTHHA. ['010BY TpUMaEe 3 4-x
micsaiiB. CrnaakoBuii aHamHe3 He OOTSKeHUIl.
Barbku He nepebyBaioTh y OJM3BKO CIIOPIIHEHOMY
mrob6i. Y ciM'l € 310poBa JUTHHA CEMH POKIB.
[Tepri cuMIITOMU XBOPOOH 3'IBUJIHCST HA TIOCTOMY
MiCAIIl JKUTTS, KOJIM Ha PAaHOK MaTH MOMIiTHJIa TI0Ci-
MyBaHHS TPaBOi PYKU Ta HOTU, BIIPOJOBK JHS
JOETHATHCS TIOCITTYBAaHHS TPaBOi IMOKW Ta OKAa.
Hanepesoiai mpoTarom J1eKiJibKOX JIHIB OTPHUMY-
Bajla JIIKyBaHHsS 3 TIPUBOJY TOCTPOro OPOHXITY
(/razomBan, HypodeH, exekTpodopes 3 eyhiTiHOM
Ha CIUHY, IHTAJIAIII] 3 BEHTOJIIHOM).

Y Bimi 6 micgris 20 AHIB IUTUHA TOCITITATI30BA-
Ha y HEBPOJOTIUHE BIIiJIEHHS IS MOAATBIIIOTO
06CTeReHHsI Ta JIKYBaHHsS. Y HEBPOJOTIYHOMY
cTaTyci: rosioBa 3BWYaiHOI KoHiryparii. Oduni
utiyinau piBHi D=S, pyxu o4HuX S0JYK Y TTOBHOMY
06csi3i. O6MYYs CUMETPUYHE, PYXU TOJOBU
B noBHOMY 00cs3i. KoBranus HopMmaibHe. AKTHB-
Hi pyXu KiHIIIBOK y moBHOMY 00csi3i. Tomyc M'si3iB
3HU)KEHU, cusa 3HUKeHa. UyTauBICTb He TOpY-
mena. Pedurexcn 3 pyk skusi D=S, 3 mir D=S Buco-
ki. To/oOBy TpuMae camoCTiiiHO, cifla€ Tpu Iif-
tpuMmiti. Ha iM'ss moBepTaeThcd, pearye mocMiti-
KOIO, 3a Irpalrkoi0 CJIIKYE, 30POBUU KOHTAKT
yTpumye. MeHiHTeambHi 3HaKN HeraTUBHI. 3a yac
nepebyBanHi y Biamisenni nposegeHo MPT
rOJIOBHOTO MO3KY. I1aTO/IOTIYHNX 3MiH rOJIOBHOTO
MO3Ky He BusiBsieHo (puc. 1). IIpore cymomui
Hamaau ToBTOpIoBasncs n0 13 pasiB Ha 100y
(1o 40-50 mocimyBaHb y KOKHI cepii).

Ha Exo-KI' ctpykTypHux 3miH He BUSBJIEHO.
Y3/l BHYTpINIHIX OPTaHiB: MATOJOTIYHUX 3MiH
3 OOKy BHYTPIIIHIX opraHiB He BusiBjieno. Heiipo-
coHorpadis: MaToJOTIYHNX 3MiH He BUSBJIEHO.

J/lutHa KOHCYJIbTOBAHA TEHETUKOM, TTPHU3HAYe-
HO JIOCJI/KEHHS PIBHS JIAKTATy Ta IMPOBEIEHHS
TeCTy cedi Ha ypuHOJi3uc. Bigxunaeno y manmx
MOKa3HWKaxX He 3HaljeHo. Y SKOCTi JiKyBaHHS
OTPUMYBAJIA TIPOTUCYIOMHY TEPAITIIO TPEapaTomM
BaJbIpoeBoi kucaotu y mo3i 100 mr 3 pasm
Ha 7100y, per os (42,8 Mr/Kr/11, TPUBAJIO, IO IIPU3-
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BeJIO 10 perpecy cyJIoMHUX Hamnafis). Yepes 33 ari
Bijl IepIIOro NPUKOMY Iperapary BaJbIIPOEBOL
KUCJIOTH BU3HAYEHO PiBEHD BAJIBIIPOEBOI KUCIOTH
y miaasmi 90,4 pug/ml (50-100 — TepamneBTuyHMit
piBenb, >100 — TokcHUHMIT piBEHD ).

JlutnHa 3HaXOAMIACS HA AMCTIAHCEPHOMY CITO-
cTepeskeHH1 y HeBpoJiora. [loBTOpHA KOHCYJIb-
Tallis HeBpoJiora y Bitti 8 micsiiB 16 aHiB, /iarHo3:
«Mioksoniuna emigencisi». Y Bimi 8 MicAIiB
19 nHIB cKapru Ha MJISBICTD IUTUHY TA 3HIKEHHS
armetuty. Yepe3 maBa AHI TPUEIHATACS iKTe-
PUYHICTD MIKIPHUX TOKPUBIB Ta BUAUMUX CJIN30-
BUX 060J10HOK. Batbku 3Bepuyucs y I[IPJI, 3Biz-
T IUTWHA CKEPOBaHA Y TeiaTpUIHe BifIiTeHHS
3YCIAMII 3 miarnozom: «l'octpuii rematuT Hesic-
Horo rene3dy. MiokJioHiYHA eTijieniciss paHHbOIO
MUTSIOTO BIKYy. 3aTPUMKa TMCUXOMOTOPHOTO PO3-
BUTKY». [TpoTsATOM 1BOX MICAIIIB Y FeMOTrpaMi CIo-

w418 L ) P,
Puce.1. MarHiTHo-pe30HaHCHa Tomorpacdisi roNo0BHOrO MO3KY, Mpo-
BefeHa y Bili 6 MicsiliB 3 TUXKHi

DF 0 Ocm
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cTepiramacss aHeMmiss Ta  TPOMOOIHUTOIEHIs,
a B OioxiMiuHOMY aHasti3i KpoBi — rinepOimipy-
Ginemist 3a paxyHOK mpsiMoi (pakiii. urnna
KOHCYJIbTOBaHA I'eMaTOJIOTOM, BUKOHAHO KiCTKO-
BO-MO3KOBY IyHKIIi10. MieslorpaMa: myHKTaT riro-
KJITUHHWN, TPEJCTABICHUN yciMa MapocTKaMu
remoroe3y. IlepeBara 3piiux KJIiTUH — 3MilTaHUI
TUT epUTporToe3y. BUKIIOUeHO 3aXBOPIOBAHHS
CHCTEMHU KPOBOTBOPEHHS. ¥ XOJi JTIKyBaHHS [IiB-
YUHKAa OTpUMYyBasa iHGY3iiHY NeTOKCUKAIIHY
Tepariio, Tpanchy3iio CBiXK03aMOpPOKEHOI TITTa3MH,
remoTpancdysiio, ¢GoJieBy KHUCJIOTY, aydalak,
JleKkcaMeTas3oH, Karronpui. Ha cbomuil enb cra-
IIOHAPHOTO JTiKyBaHHS BiIHOBUJNCA CYAOMHI
HaIan, y 3B 13Ky 3 UMM IUTHHA TIepeBeficHa Y Bifl-
JIIJIEHHSI aHeCcTe3i0JIoril Ta 1HTeHCUBHOI Tepartil
(BAIT). ITix wac nepebyBanus y BAIT saranphuit
CTaH JUTUHY 3aJIUIIABCS BAKKUM, 1110 00yMOBJIE-
HO IPOSIBAMM TOCTPOI MMEYiHKOBOI HEJIOCTATHOCTI
(eumedamonarig, mMapakJiHIYHO OPYIIEHHS
CUHTETHYHOI (DYHKINI MediHku) Ha Tii rpyboro
HEBPOJIOTTYHOTO JebilnTy, HAOPSIKOBOTO CHHAPOMY.
Y BAIT autuna moBTOPHO KOHCYJIbTOBaHa TeHe-
tukoM (3 lacturyry cnagkosoi narosorii HAMH
Ykpainn). [Andepentiiina giarHOCTHKa MPOBO-
ougacss MK TaJlaKTO3eMi€l0, THUPO3UHEMIEIO
Ta CUHAPOMOM Aubliepca. Y JIiKyBaHHI BiZIMiHEHO
TpernapaT BaJbIIPOEBOI KUCJIOTH Ta MPU3HAYEHO
snesetupaiietaM. IIpoBesneno TanjeMHy mac-crex-
TPOMETPiI0 aMiHOKHCJIOT Ta alWUJIKapHITHUHIB.
3a pe3yabTaTaMU aHAII3y BUSABJICHO ITiIBUIIEHIH
BMicT aprininy (136,174 um ipu Hopmi 2-90 pm),
utpyiny (82,079 um npu Hopmi 5—50 Um), opHi-
tuny (732,086 um ipu nHopmi 29-440 um), deni-
ananiny (179,834 um npu nopmi 20-125 um)
ta Trpo3uny (539,531 um tpu Hopmi 19-175 um)
y KpoBi. PiBeHb CyKIleHIIaIIeTOHY B KPOBIi BiATIOBI-
J1laB  HOPMi, IO JaJo MTiJICTaBy BUKJIIOYUTH
TUPO3UHEMIIO K TPUIUHY TOCTPOI TMEYiHKOBOI
HejmocTaTHOCTI Yy auTuHu. lIpoBeneno awnasis
myrtariit rena GALT (p. Q188R, K285N, N314D)
METOZIOM TIOJIiIMePa3Hol JIAHITIOTOBOI  peaxirii
(IIVIP) 3 mopajpliM aHATi30M TOJIMOPQiZMY
NOBXKWH PECTPUKININHUX (DparMeHTiB 3 aMILi-
(bikoBanoro mpoxaykry. He BusaBieno sumiesas-
HaueHUX Ma)KOPHUX MyTaliil y reai GALT Ha xoj-
HOMY ajieJli, TOMY 3 BEJIUKOI HMOBIpHICTIO
BUKJIIOUeHO TamakTodemiio [ tumy. B VYxpaini
MOJIEKYJIIPHO-TEHETUYHMIT aHasi3 XBOpoOu AJib-
mepca He MPOBOANTHCS B JepPsKaBHUX J1laboparo-
pisiX, TOMYy TIPOBECTH 1€ AOCTIKEHHsT He OyJIo
MOKJIUBOCTI. /[iBUMHKA OTpUMYyBaja JiKyBaHHS:
iHdy3iiiHa KoperyioJa Teparrist, KOPeKIIist eJTeKTPo-
JiTHOTO Gajancy, KUCJIOTHO-JTY;KHOI PiBHOBArH,
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TemaTONPOTEKTOPU (OPHITOKC, TemaMepIl, TIyTap-
TiH), TpaHcdysid cBiXKO3aMOPOKEHOI T1a3MH, 3a-
MicHi remotpancdysii, Bitamin K, 20% pozuun
anpOyMiny. AHTHGIOTHKOTEpAaITis TiedanepasoHoM
nporsirom 10 1HIB 3 MOJAJBIIUM IEPEXOIOM
Ha Tinepanuiid 3 TazobakTaMoM. JleKoHTaMinTa-
11151 KATIIeYHUKA METPOHIIA30JI0M, eTiMiHAJb TeJib,
ypcodainbk, mnydanak, gochanorenb, KBaMaTel,
cevorinHi npenapatu (dypocemin, Topcun), ¢o-
JIiEBA KUCJIOTA, JIEKCAMETa30H, MarHilo cyJbdar.
TFonyBanns yepe3 Ha30racTPOAYOAEHATTLHUN 30H]I.
JlikyBaHHS 37ifICHIOBAZIOCA il MOHITOPHUHTOM
JKB® opranizmy, mapakJgiHIYHUX MOKA3HUKIB
Ta IHCTPYMEHTATHHUX METO/IiB TOCJTIIPKEHHS.
3aranpHuii aHaji3 KpoBi, ceui, Gioximiuni
JIOCJIJIZKEeHHS, Koaryjorpama Ta Y 3/] BHyTpiliHix
oprafiB mpoBoauaucsa B auHamimi. ¥ 3AK remo-
riobin (88-95-73-81-62-124-108-95-88-71-111-
96-103-93-82 T'/x), tpomborru (156-19-6-10-
18-162-78-107-157-109-72-50-37-24-28 T' /).

Y OGioximiunomy awmasisi Kposi: O6ingipy6iH
(162-209-391-310-429-366-543 mxMouib /11, Tpa-
autti Hopmu 1,7-20 mxMons/m), AJIT (102-44-
67-37-39-38 MO/x, rpanuii wopmu 5,0—28,0
MO/n), ACT (281-109-273-90-92-57-39 MO/,
rpanwuili Hopmu 15-62 MO /).

3AC (1-it nenp y BAIT): cBiT10-:%0BTA, TPO30-
pa, peaxitist JryskHa, OiTOK He BUSBJICHO, eIiTesii
IJIOCKUH — TIOMipHO, Jielikonutn — 6-7 y 1.3,
€PUTPOIUTH He3MiHEHI — MOOAMHOKI Y I1.3., COJIi —
MiKpOOKcaIaTh 3pijiKa.

3AC (5-it nenb y BAIT): sxoBTa, MyTHa, TUTO-
Mma Bara — 1010, peaxitist Jy>kHa, alleTOH — Hera-
tuBHUi, 6imok — 0,198 /i1, eniteniii miockuii —
MOOJAMHOKHUN y 11.3., Jiefikonutn — 0—-1-2 y n.3,,
epuTpoinT Heamineri — 15—20 y 1.3., 6akTepii —
I'ycTo y I1.3., cosii — amopdHi (ocdaru Hebararo.

3AC (12-it nenn y BAIT): xoBta, nposopa,
muroma Bara — 1012, peakiiis crabko KucJia, Oiok —
0,132 r/u, emiteniii MJIOCKUN — IMOOJAMHOKUI
y 1L.3., JEUKOIUTH — 2—4 y 11.3., epUTPOIIUTU He-
amineri 35—-4—-50 y 1.3., epUTPOIUTH 3MiHEHI —
2—4 y 1.3., Gakrepii — 3piaKa y IL3.

3AC (18-i1 nenb y BAIT): :xoBTa, MyTHa, TuTOMa
Bara — 1007, peaxiiist mykHa, 6izok — 0,198 1/, eri-
Tesiil MIIOCKUI — TIOOAMHOKUIA Y 11.3., JISUKOIUTH —
1-2y m.3., epurpormry Heamineni 8—10 y 1.3, eputpo-
1T 3MiHeHi — 1-2 y 11.3., 6GakTepii — 3pizKa y 1.3.

Koarynorpama (1-it menp y BAIT): mnpo-
TpoMbGiHOBUI Yac maasmu 29,5 ¢, mpoTpomobi-
nosuii ingexkc 45% (80—120%), eranosoBuii
TecT — Big'emuwuii (-), 3aranpuuii Gibpunoren —
1,0 I'/m (mopma 2,0-4,0), AHTYH — 1 xB 30 ¢
(ropma 28-38 ¢).
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Koarymnorpama (4-it nets y BAIT): mpotpom6i-
HOBHIT Yac miasMu 24 ¢, IpoTpoMOIHOBUI iHIEKC
37% (80—120%), etaHosioBUiI TecT — Bij'eMHUI
(-), saranphuii ¢i6punoren — 1,7 T/n (Hopma
2,0-4,0), AYTY — 1 xB 19 c (HopMma 28-38 ¢).

Koarymorpama (10-i1 nenn y BAIT): mporpom-
6inoBuit yac maasmu 34,7 ¢, TPOTPOMOIHOBHUIL
ingexc 39% (80-120%), eraHosoBuit Tect —
cnabo MO3UTUBHUIE, 3araabHUil (ibpuHOTEH —
1,9 T/n (wopma 2,0-4,0), AHTY — 1 xB 10 ¢
(nopma 28-38 ¢).

Koarysorpama (18-it menn y BAIT): nporpom-
6iHoBuil yac miasmu 34,5 ¢, MpOTPOMOGIHOBUI
ingexc 39% (80-120%), eranosoBuii TecT —
Big'emuwuii (-), sarampuuii dibpunoren — 1,4 T'/n
(mopma 2,0-4,0), AYTH — 1 xB 26 c
(mopma 28-38 c).

Y3/l BuyTpimHix oprauis (1-it genp y BAIT):
nevirka 30ijbIIeHa B po3Mipax 3a paxXyHOK IIpaBoi
YacTKW, HUKHIN Kpaill mpaBa dacTka +20 MM,
JiBa yacTka +45 MM 3-11i/] pebepHOi yrH, eXOreH-
HICTh TAPEHXIMU MiABUINEHA, CTPYKTYpa APiOHO-
3epHUCTa, ogHopiAHAa. CTpOMa TEeYiHKM He YIIiIb-
HeHa, He MTOTOBITIEHA, BOPITHA BEHA He PO3IITNPEHa,
miamerp o 3 mMm. Cenesinka He 306ijblieHa,
€XOTEeHHICTh 3BMYAMHA, CTPYKTypa OJHOPiHA,
poamipamu 46x23 mMMm. JKoBUHMIT MiXyp cKOpoue-
uuii micag iki. IligmayrkoBa 3aso3a 4iTKO
He BidyasisyeTbcs (TineprnuesmaTos). Hupku pos-
TalloBaHi TUMIOBO, 3BUYaiiHNX po3MipiB. ToBimHa
TMaperxiMiu HUPOK 8 MM, eXOTeHHICTh MapeHXiMu
3Buvaiina, KM-audepenmianis 36epexeHa.
YMC 6es osnak awiatanii. Binbaa piguna
y 4epeBHIN MOPOKHUHI Bi/ICyTHS.

Y 3/1 BuyTpinuix oprauis (5-it genb y BAIT):
clipaBa y ILIeBPaJbHOMY CHUHYCI Bi3yasi3ye€TbCs
BumiT 10 MM, 371iBa y TI7IeBPATbHOMY CUHYCI BUTIIT
5 mM. TTeuinka He 36isbleHa B po3aMipax, HUKHIN
Kpail mpaBa yacTka +15 MM, siBa wactka +50 MM
3-mijg pebepHOi AyrH, MapeHxiMa CTPYKTYPHO
He 3MmiHeHa. CTpoMa Ie4YiHKM He YIIiJIbHEHA,
He moToBIIeHa. sKOBUHMIT MiXyp pO3TaNIoBaHUN
TUTIOBO, OBOifHOI (dopmu, He aedhOPMOBAHUIA,
CTIHKU He YIIJIbHEHi, He TIOTOBIIEH], €XOTeHHICTh
MABUINEHa, CTPYKTypa romorenHa. Cesesinka
He MoOLIbIeHa, CTPYKTYPHO He 3MiHeHa, Po3Mipn
60x20 mm. Y YII BisbHOI pimuHM He BUSBJIEHO.
Hupkn postamoBai TUTIOBO, 3BUYATHUX PO3Mi-
piB, mpaBa 60x28 mm, niBa 62x26 mm. ToBnmHa
TmapeHxiMu HUPOK 12 MM, eXOreHHiCTh TTapeHXiMu
sBuuaiina, KM-audepeniiamnis 36epexena. YMC
6e3 03HaK jusaTarii.

Y 3/l suyTpimuix opraunis (16-i genn y BAIT):
nedinka He 36iblleHa B po3Mipax, HUKHIM Kpail
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mpaBa yacTka +15 MM, jiBa vactka +60 MM 3-11i/1
pebepHOi IyrH, eXOreHHICTh NapeHXiMu 3BUYaiita,
cTpyKTypa apibHo3epHucTa, oxHopigHa. Crpoma
MeYiHKW He3HAuYHO YIMiJbHEHa, He IOTOBIIEHA.
JKoBuHMiT MiXyp pO3TaIIOBaHUI TUIIOBO, OBOIHOT
opmMu, OMHUYHNN TTEPETWH Y ALISHIN TiJja, CTiH-
KU He yIIiJTbHEeH], TOTOBIIEH], TOBIIMHOIO 10 4 MM,
npocBiT romoreHHuil. IligmuyHkoBa 3amosa —
KOHTYP YiTKH, HE TIOTOBIIIEHA, CTPYKTypPa He 3Mi-
nena. Cesesinka He 30i/bllieHa, CTPYKTYPHO
He 3MiHeHa, po3Mmipamu 67x27 mMm. ;KoBunmii
MiXyp YaCTKOBO CKOPOYEHUH IiC/IsT MPUHOMY iXKi.
Y YII BisbHOI piiluau He BusBJaeHO. HUpku posTta-
MOBaHi TUTIOBO, 3BWYAHMHUX PO3MipiB, IpaBa
75x27 vw, miBa 80x30 mM. ToBmmnHa mapeHxiMu
Hupok 14 mm. EXoreHHicTh mapeHxiMu IIijiBuIIe-
Ha, 3Buuaiina. KM-audepenitiaiis 36epexkeHa.
YMC 6e3 o3Hak ausararii.

Heiipoconorpadis: cTpyKTypu MO3KY cuMe-
TpuuHi, 3BuUBMHU Bupaxeni. Illaynouxknm Ta
cybapaxHOifaJIbHUI TIPOCBIT 6€3 03HAK [uJIaTallil.
Cynunni nnerennst BIII oxnopignoi mrismbHOCTI
6€e3 1MaToJIOriYHUX BKJIOYeHb. IlepuBeHTPUKYISAP-
Hi Bigzgiam Mo3Ky 6e3 ocobmusocteil. Tima 6 mm,
n06ui poru BIII 4 M.

Koncyapranis odTasbmosora: pyXu OYHUX
st61yK 'y TIOBHOMY 06Csi3i, ckiepu cyGiKTepuyHi,
ONTUYHI cepemoBumnia mpo3opi. Oune amo: JA3H
CipyBaTO-pOKEBi, MeKi UiTKi, apTepiosn 3BUYALi-
HOTO KasiOpy, BEHyJIM MOMIPHO PO3IINPEHi, TIepH-
dbepuuni ginsgHku 6€3 0COOINBOCTEI.

DET/IC: epo3uBHa TacTPOAYOIEHOTIATIS.

Yexnagnenns: cunapom Pes. [IB3-cunzapowm,
TIMOKOATYJIAIIHA TITYHKOBO-KHUIIIKOBA KPOBOTEYa,
TpoMOGOIUTOTIEH S, IeiluTHA aHeMist, GLIKOBO-eHe-
preTryHa HeTOCTATHICTh BAXKKOTO CTYyTIeHs, HehpuT,
TTOJTICHPO3UT, €PO3UBHA TACTPOILYO/ICHOTIATIS, TBO-
6iuna OponxorHeBMmoHist, JIH 111, HaGpsik Jrerens,
HaOpSIK Ta HAOyXaHHs TOJIOBHOTO MO3KY.

Ha 20-it nenp sikyBanuga y BAIT y autunu
pamnToBO PO3BUHYJACS HIIYHKOBO-KHIIKOBA KPO-
BOTeYa, 3YyNMIHKA cepIieBoi AisibHOoCcTI. [TpoBoan-
JIUCST peaHiMaIliiiHi 3aXo[X B MOBHOMY O0OCS3i.
Ha Tni BucnakenHns BitagbHux (QyHKIIIN OpraHi3-
MY KOHCTaTOBaHO 0i0JIOTIYHY CMEPTh.

IIpoBesiene ayToriciiiHe JOCTIKEHH i3 3aCTOCY -
BaHHSIM CyYaCHUX MOP(MOJIOTIYHUX, Y TOMY YHCJI
ricroximiganx, mMetoauk. Mopdomoriane moci-
JUKEHHS TIPOBeJIeHe Y IaTOricTOMOruHii 1a6o-
paropii K3 JIOP <«JIbBiBCcbKe MaTOJOTOAHATO-
Mmiure Oiopo». BucHoBOK mpodecopa kadeapu
JL.I. Bosnoc: y autunn y KiiHini i Ha ayTorcii
JIOMiHyBaJa KapTUHA TIOEAHAHOTO YPakKeHHS
IeHTPaJIbHOI HEPBOBOI cucTeMu i tedinku. Mikpo-
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KAIHIYH BUTTAAOK

Puc.2. Alpers-Huttenlocher cungpom. uctpodidHi 3mMiHN Henpo-
HiB Ta 30HW BUMAAiHHSA HepoHiB. 3abapBneHHS reMaToKCUiHOM
Ta eo3nHom, X400

Puc. 3. Alpers-Huttenlocher cuHgpom. HasiBHiCTb nopylieHoi
4aCTO4KOBO-6asIKOBOI OY0BU NEYiHKK, 3 POPMYBaHHSAM afieHOMa-
TO3HMX CTPYKTYP, X0nectas i pibpos: a) 3abapBIeHHs remaTokcn-
niHOM Ta eo3uHoMm, x400; 6) 3a6apsreHHsa 3a Mannopi, x400

CKOIIIYHO B TOJIOBHOMY MO3KY Bi/I3HaueHa BUPa3Ha
aTpodiss 6ararboxX BiIJIIB TOJOBHOTO MO3KY
3 HEPIBHOMIPHUM MTOMIpHUM BUTAJaHHIM HEWPO-
HiB, ApiOHO- 1 BEIMKOBOTHUIIEBUM CIIOHTIO30M
i tmiozom (pumc. 2). Mopdomoriuna kapTuHa
B rOJIOBHOMY MO3KY Bi/IITOBi/Ia€ CIIOHTIO3HIN eHIle-
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dasnomnarii. Y nediniii BiizHaueHo HasIBHICTb ITOPY-
IIEHOI Y4aCcTOYKOBO-6ATKOBOI OYZ0BHU, IEHTPO-
YaCTOYKOBI HEKPO3W TeNaTOINTIB, MiKPOBE3UKY-
JISIPHUI cTeaTo3 i3 (hopMyBaHHSIM aJIeHOMATO3HUX
CTPYKTYpP, TpoJiidepaliis >KOBUHMX MPOTOK,
xoJiectas i mepucunycoigansauii hibpos (puc.3).

Jlani kIiHIYHOI KapTuHM mepebiry XBopoOu
Ta pe3yabTaTh MOPGOJIOTIYHOTO [OCITIKEHHS
BKazyBaiu Ha HasgBHicTE AHS y mutunu. B Inctu-
TyTi MaTepi i autuau y Bapmasi (Instytut Matki
i Dziecka, Warszawa) muisixoM CeKBEHyBaHHS
HacTyIHOTO TOKOJIiHHA (next generation sequen-
cing, NGS) mnpoBezieHO MOJIEKYJISIPHUI aHaJIi3
reta POLG1. JHK pututn 36epiranocs y tabopa-
TOpil [HCTUTYTY CIIaZIKOBOI MATOJIOTII.

BusnaueHo JBa TeTepO3UTOTHI BapiaHTH
rena POLGT, omun 3 gaxkux — c¢.1399G>A, p.
(Ala467Thr) — nmo6Gpe BimoMuii i ommcaHuit
y Gazax MyTalliil JIOAUHY SIK PEIleCUBHUIN MaTOreH-
HUiT BapianT, a apyruii — c.1242 1244delCTT, p.
(Phe4tl4del) — € morenuiiitHo maTOreHHUM
pEIleCUBHUM BapiaHTOM, SIKUM OMUCAHO B JiTepa-
Typi B OJHOTO TAIliEHTa 3 MiTOXOHPIaTbHOIO
enteasionariiero. /lana maTosoriss € oOxHUM
i3 3aXBOpIOBaHb, IO BUKJIWKAE MYTallid y TeHi
POLG1. 3 Merol0 BU3HAueHHs1 GiajegiqHOCTI
JIAHUX 3MiH TIPOBEIEHO TeHEeTUYHE MOCJiKeHHS
6aTbKiB AUTWHH, SK€ BCTAHOBWJIO, IO KOKEH
3 HUX Ma€ 10 OfHiN myTarii. TakuMm yuHOM, M-
TBEP/KEHO XBOPOOY AJbIiepca y AUTHHU.

Oo0roBopeHHst

CunnpoMm Ajbriepca € Ba)KKUM HelpojiereHe-
PaTUBHUM 3aXBOPIOBAHHAM 13 MiTOXOHAPIATbHUM
MiATPYHTSM, XapaKTEPU3YETHCS NIBUIKUM TIPO-
rpecyBaHHSM, SKe TPOSIBISIETHCA Ha IMOYATKY
KATTS 1 Mae JetaibHi Hacaigku. Cunapom
AJbriepca  yCHAJKOBYETHCS 32 ayTOCOMHO-
PEIeCUBHUM THTIOM, OT)KE€ PU3UK TTOBTOPY JAHOI
MATOJIOTii CTAHOBUTH 25% Yy KOXKHIill HACTYITHii
BaritHOCTi. ['OTOBHUMU CUMITOMAMU € CYIOMU,
dKI BaXXKO MIiAJA0TLCS JIKYBaHHIO, 3aTPUMKA
IICUXOMOTOPHOTO PO3BUTKY Ta MEYiHKOBA HEIO-
CTaTHICTD, KA MMOYMHAE Iy:Ke MBUIKO MTPOTPECY-
BaTW TiJ 4Yac JIKyBaHHA CyJOM IpemapaTamu
BaJIBIIPOEBOI KUCJIOTU. BaabmpoeBa KucJjaora
BUKJIMKAE aTONTO3 KJIITUH TEYiHKU, M0 TTPU3BO-
IATh 70 ((paTasbHOTO TOKCUYHOTO TETMaTUTy
Ta MBU/KOI cMepTi XxBoporo [2]. Came ToMy BKpai
BakIMBO miarnoctyBatu AHS Ha panmix cTamigx,
o6 YHUKHYTH 3aCTOCYBAaHHs I[bOTO TIPETapary
Ta fioro 3ryOHOI il Ha MEeYiHKY.

Myrartii B reni gyt POLG1 € ToIOBHUME TTPHU-
YUHAMU 3aXBOPIOBAHHS MITOXOHPIN JIOAWHU.
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[Tepma myramiga POLGT, nos'd3aHa i3 3aXBOpIo-
BaHHaM, Oysa omcana y 2001 p. [12]. 3 Toro yacy
Oyno BusiBieno npubimusno 150 matoreHHUX
myTaniii (http://tools.niehs.nih.gov/polg), sxi
MTOB'sA3aHi 3 MUPOKUM CIIEKTPOM KJIiHIUHUX (DeHO-
TUTIB, TMOYMHAIOYN BiJl BaA)XKUX MPOTPECYIOUNX
HelipojieTeHepaTUBHUX TOPYIIEHb Yy PaHHbOMY
AUTSYOMY Billi, 20 GiJAbII M'SIKUX CHHAPOMIB,
1[0 BUHUKAIOTD Y IOPOCIOMY Billi [6].

A467T tra W748S B reni POLG1 € maituacTimu-
MU MyTaiigmu, ki Bukankaiots AHS. MoxyTb
OyTH y TOMO3UTOTHOMY CTaHi ab0 B CKJIA/Ii CKJIaI-
Hoi rereposurotu (W1020X, E1143G,G848S).
A467T Oyna Ttakox imeHTHdikoBaHa y HaIrol
MalieHTKU Ha ofHoMy 3 aseniB rena POLGT.
Panne BusiBieHHS AucdyHKITT IEUiHKT MOKe 3yTTH-
HUTH IIPOIIEC YIIKO/UKEHHS reratonutis. Onue 10-
CJIJPKEHHS TOKA3aJ10, 10 BHYTPINTHbOBEHHE BBe-
NIEHHST JIEBOKAPHITUHY MOJKe 3YIIUHUTH TIEYiHKOBY
micyHKINo, cripuanHeny Bajbipoatamu [3,10].
Y pinkicHUX BUMJIKaX TOPYyIeHHs (DYHKIT 1ediH-

REFERENCES/JITEPATYPA

KM, iHyKOBaHe BaJIbIIPOAaTaMu, MOKe Oy TH 3yIIIHe-
He IIJISTXOM BigMinu nipeniapaty [14].

BucHoBku

Y 6y /1b-SIKOTO Halli€HTa 3 eI TUYHOIO eHIleda-
JIOTIATIET0 HEBITOMOI €TIOJIOTI1 CJTif PO3TISAIATH Bipo-
riziaicts AHS Ta yHUKaTH 3acTOCYBaHHS TIpenaparis
BaJILIIPOEBOI KUCJIOTU. PeKOMEHYEThCS TIPOBECTU
renetnaanil anasis rena POLGT. Ilix gac mikyBaHHS
eriijiericii  mpemapaTaMyu BaJIbIIPOEBOI  KUCJIOTU
HeOOXiIHO TIePiOANYHO KOHTPOJIIOBATH MOKA3HUKN
KPOBI, TOJIOBHUM YHHOM TPOMOOIUTH, TeMOIJI00iH,
neudinkosi npoou (ACT, AJIT) Ta 6inipy6in. Y pasi
BUSIBJIEHHS TABUINEHHS PIiBHIB ITUX TOKA3HUKIB
MOTPIOHO BIZIMIHUTH TIperapar. 3HMWKEHHST KLTbKO-
cTi TPOMOOIMTIB Ta IABUINEHHS PiBHS OLIipyOiHy
Y KPOBI TIAITIEHTIB, SIKi OTPUMYIOTD TIpETTapaTii Bajb-
MPOEBOI  KKUCJIOTH, MOKe OyTH MapKepOM IOIIKO-
JUKEHHS TenaToIuTiB y TarienTiB i3 AHS.

Aemopu 3a561510mv npo Gi0CYyMHicmv KOHQIIK-
my inmepecia.

1. Alpers BJ. (1931). Diffuse progressive degeneration of the gray matter
of the cerebrum. Arch Neurol Psychiatry.25: 469-505.

2. Bicknese AR, May W, Hickey WF, Dodson WE(1992). Early childhood
hepatocerebral degeneration misdiagnosed as valproate hepatotoxicity.
Ann Neurol. 32(6): 767-75.

3. Bohan TP, Helton E, McDonald I, K’nig S, Gazitt S. (2001). Effect
of L-carnitine treatment for valproate-induced hepatotoxicity. Neurology.
22;56(10): 1405-9.

4. Harding BN. (1990). Progressive neuronal degeneration of childhood
with liver disease (Alpers-Huttenlocher syndrome): a personal review.
J Child Neurol. 5: 273-287.

5. McFarland R, Hudson G, Taylor RW, Green SH, Hodges S et al. (2008).
Reversible valproate hepatotoxicity due to mutations in mitochondrial
DNA polymerase gamma (POLG1).Arch Dis Child. 93(2): 151-3.

6. Naess K, Barbaro M, Bruhn H, Wibom R, Nennesmo |, von D’beln U etal.
(2012). Complete Deletion of a POLG1 Allele in a Patient with Alpers
Syndrome. JIMD Rep. 4: 67-73. doi: 10.1007/8904_2011_73.

7. Naviaux RK, Nguyen KV. (2004). POLG mutations associated
with Alpers syndrome and mitochondrial DNA depletion. Ann Neurol.
55:706-712.

8. Naviaux RK, Nyhan WL, Barshop BA et al. (1999). Mitochondrial DNA
polymerase y deficiency and mtDNA depletion in a child with Alpers' syn-
drome. Ann Neurol. 45:54-58.

9. Nguyen KV, Sharief FS, Chan SS, Copeland WC, Naviaux RK. (2006).
Molecular diagnosis of Alpers syndrome. J Hepatol.45: 108-116.

10. Park S, Kang HC, Lee JS, Park YN et al. (2017). Alpers-Huttenlocher
Syndrome First Presented with Hepatic Failure: Can Liver Transplantation
Be Considered as Treatment Option? Pediatr Gastroenterol Hepatol Nutr.
20(4): 259-262.

11. Saneto RP, Cohen BH, Copeland WC, Naviaux RK (2013).
Alpers-Huttenlocher syndrome. Pediatr Neurol.48(3): 167-78.
doi: 10.1016/j.pediatrneurol.2012.09.014.

12. Van Goethem G, Dermaut B, Lofgren A, Martin JJ, Van Broeckhoven C.
(2001). Mutation of POLG is associated with progressive external ophthal-
moplegia characterized by mtDNA deletions. Nat Genet. 28(3): 211-2.

13. Wiltshire E, Davidzon G, DiMauro S, Akman HO, Sadleir L et al. (2008,
Jan). Juvenile Alpers disease. Arch Neurol. 65(1): 121-4.

14. Wolf NI, Rahman S, Schmitt B, Taanman JW, Duncan AJ et al. (2009).
Status epilepticus in children with Alpers' disease caused by POLG1
mutations: EEG and MRI features. Epilepsia. 50(6): 1596-607.

Bigomocrti npo aBTopis:

Aywap Mapis IBaHiBHa — nikap-reHeTvK, MOJ.H.C. BiBAINEHHA KNiHiYHOi reneTukun [IY «[HcTuTyT cnaakosoi natonorii HAMH Ykpaitu».

Anpeca: M. JTbBiB, Byn. Jiucexka, 31-a. https://orcid.org/0000-0001-5454-8184

AkonsiH FasiHe Py6eHiBHa — A.Mea.H, Npod., 3acT. AUPEKTopa 3 HaykoBoi po6oTu Y «IHcTuTyT cnaakosoi natonorii HAMH Ykpainu».

Anpeca: M. JTbBiB, By, Jlucexka, 31-a. https://orcid.org/0000-0002-6436-1716

Bonoc Jlinis IsaHiBHa — a.mea.H, npod. kad. natonoriyHoi aHaToMmii | cyaosoi MmeanumHi Jlbsiscbkoro HMY imeni . fannupkoro.

Anpeca: M. JTbBiB, Byn. Mekapcbka, 52. https://orcid.org/0000-0002-1733-5897?

Koeanuk Onbra fipocnaeieia — nikap-nartonoroaHatom K3 JIOP «JIbBiBCbKE NaTonoroaHatomiuHe 61opo». Aapeca: M. JIbis, Bysl. Mekapcbka, 52.
Jowak IpuHa OnekcaHgpiBHa — nikap-ractpoeHteposnor autaunin KHM JTOP «3axigHoykpaiHCbkuii cnewianizoBaHunin AUTS4YUA MeANYHUIA LeHTP». Anpeca: M. JIbsiB, By/. JHICTpoOBCbKa, 27.
T'y6uy FfanuHa MupoxieHa — nikap-aHectesionor autayuin, KHM JIOP «3axigHoykpaiHCbkuii criewjani3oBaHmnin AUTS4nii MeAnYHUA LeHTp». Anpeca: M. JTbBis, Byn. [JHiCTpOBCbKa, 27.

CratTa Hagiiwna ao pepakuii 13.04.2019 p., npuitHaTa ao apyky 14.09.2019 p.

ISSN 2663-7553 Modern pediatrics. Ukraine 5(101)/2019

147



Yntante Hac Ha caunTe: http://med-expert.com.ua

MpaBuvuna nogauyvm m odbopmMmneHna cTtatTemn

ABTOpCKas cTaThsl HANPABJAECTCS B PEAAKIIMIO 10 9JEKTPOHHON 1oute B (hopmate MS Word. CraTbst conpoBoskaaeTcs
o(hUINATLHBIM HATIPABJIEHUEM OT YUPEKAEHs, B KOTOPOM ObLIA BbIIIOJIHEHA PabOTa, ¢ BU30U PYKOBOICTBA (HAYYHOTO PYKOBO-
JIUTEIs1), 3aBEPEHHOI KPYIJIOil [IeYaThio YUPEKICHUS, SKCIIEPTHBIM 3aKIIOUEHIEM O BO3MOKHOCTH MYOJIUKAIMU B OTKPBITOL
MevaTh, 3aKTI0YeHNeM ITUYECKOTO KOMUTETA YUPEKAEHUST WM HAMOHATIbHOM KoMuccueil mo Gmoatnke. Ha mocriemmeit
CTpaHUIle CTATHU JOJIKHDLI OBITH COOCTBEHHOPYUHBIE MOATICH BCEX aBTOPOB M MH(MOPMAINS O TPOIIEHTHOM BKJIaje B paboTy
KaXK/I0r0 U3 aBTOPOB. [IPUHUMAIOTCS OPUTHHAJIBI COTIPOBOANTENBHBIX TOKYMEHTOB C HPUJIOKEHUEM II€YaTHOTO 9K3EMILISIPA
PYKOITUCH, TIOIITMCAHHOTO aBTOPOM(amiu), 0DUITNAIBHOTO HAIIPABJIEHUS, TPUCIAHHBIE MO MOYTE, UM CKAaHUPOBAHHBIE KON
BBIIETTPUBEECHHBIX IOKYMEHTOB U MEPBOii (TUTYJIBHOI ) CTPAHUIIBI CTATHHU C TIOAIICHIO BCEX aBTOPOB cTaThil B hopmare Adobe
Acrobat (*.pdf), mpucianmbic Ha 2I€KTPOHHBII apec PEAKITIL

CraThyl IPUHUMAIOTCS HA YKPAUHCKOM, PYCCKOM WJIH QHTJIMIICKOM SI3bIKaX.

CrpykTrypa Marepuana: BBejicHie (COCTOSTHUE TTPOOJIEMBI MO IAHHBIM JINTEPATYPbI He 6osiee 5—7-JeTHell JaBHOCTH ); T1EJTb,
3aj1a4k, MaTepPUaJbl U METOJbI; PE3YJbTaThl MCCJACAOBAHUN U uX obcysxiaeHre (OCBEIEeHNE CTaTHCTUYeCKu 00paboTaHHBIX
Pe3yJIbTaTOB MCCJI€I0BAHNS ); BBIBOIBI; IEPCIIEKTUBBI AJIbHEUIITNX MCCIIe0BAHNIA B IAHHOM HAIPaBJIEHHH; CIINCOK JIUTEPaTy-
pbl (1Ba BapuanTa), pedepaTsl HA PYCCKOM, YKPAUHCKOM U aHTJIMHCKOM SI3bIKAX.

Pedepar aBisgercsa He3aBUCHMBIM OT CTaTbU MCTOUYHMKOM MHGOPMAINY, KPATKUM U [OCJIE/L0BATEIbHBIM N3JI0KEHIEM
Marepuasa ImyOJMKaIK 0 OCHOBHBIM Pas/ieiaM 1 I0JIKEH ObITh mousaTer 6e3 caMoil mybsmkannu. Ero o6bem He J0JKeH Tpe-
Boimarh 200—250 cioB. O6st3aTeIbHO YKA3BIBAIOTCS KITOUEBbIE ¢10Ba (OT 3 110 8 ¢JI0B) B MOPSI/IKE 3HAYUMOCTH, CIIOCOOCTBYIO-
IMe NHEKCHPOBAHUIO CTATbU B MH(MOPMAIIMOHHO-TTONCKOBBIX CUCTEMAX.

Pedepar k opueunanvnoii cmamoe 107KeH OBITH CTPYKTYPUPOBAHHBIM U TIOBTOPSITH CTPYKTYPY CTATHH: TIEJb NCCIE0BA-
HIIST; MATEPUAIIBI U METOJIbL; PE3YJIbTATbI; BHIBOJIBI; KJIHOUEBbIE CJI0BA. Bee paszelibl B pedpepare M0JEKHBI ObITh BbIIEJIECHbI B TEK-
CT€ JKUPHBIM HIPUDTOM.

Jlnst ocrambHbIX crareit (0030p, JEKIUK, KIMHUYECKUN caydail v ap.) pedepar MOJKeH BKIHOYATh KPATKOE U3JI0KEHIE
OCHOBHO#I KOHIIENII[IH CTATbU U KJIIOUEBbIE CJIOBA.

Ha nepsoii crpanuiie ykaspigatores: uugeke ¥ /K cieBa, nnunuansl u haMuiinu aBTOpoB, Ha3BaHKME CTATbU, Ha3BaHUE
VUPEKIEHsI, T7Ie pabOTAIOT aBTOPBI, TOPOJI, CTPaHa.

[Ipu mpoBeeHNN WCCAEOBAHMI ¢ MPUBJICYCHUEM JIOOBIX MATEPHAIOB YETOBEYECKOTO MPOUCXOKICHUS B pasiiese
«Matepuasibl i METO/IBI» aBTOPBI IOJIKHBI YKa3bIBATh, YTO MCCJAE0BAHUS TIPOBOIMIINCH B COOTBETCTBUH CO CTAHAApPTaMu GHO-
HTUKH, ObLIH 006PEHB ITUICCKUM KOMUTETOM YUPESKICHIS UIN HAIMOHAIBHON KoMuUccHeit 1o 6rnoatuke. To ske caMmoe 0THO-
CHTCSI U K UICCJIEZIOBAHUSM C y4acTHEM JJaG0PATOPHBIX JKUBOTHBIX.

Hanpumep: «Hccredosarue 6vL10 6vinonneno ¢ coomeememeuu ¢ npunyunamu Xeavcunckou /lexrapavuu. IIpomoxon uccie-
dosanus 6o 0006pen Jloxkanvivim smuveckum komumemom (JI9K) ons ecex yuacmeyiouguxs.

«IIpu nposedenuu sKcnepuUMenmos ¢ IaboPamOPHHIMU HCUBOMHHIMU 6Ce OUOIMUUECKUE HOPMBL U PEKOMEHOayuu Ovliu cobno0enl».

KosmuectBo mimocTpaiuii (PUCYHKH, CXEMBbI, IMArPaMMBbI) JOJKHO ObITh MUHUMAJIbHBIM. VLmocTpanuu (AuarpamMmbl,
rpacukn, cxembl) ctposTest B nporpamvax Word nim Excel; potorpaduu 10/KHbI GBITH COXPAHEHBI B OHOM M3 CJIEAYIONIX
dopmaros: PDF, TIFE PSD, EPS, Al, CDR, QXD, INDD, JPG (300 dpi).

TabuIb 1 PUCYHKM TTOMETIAIOT B TEKCT CTATHU CPA3y TIOCTIE TEPBOTO YIIOMUHAHUSA. B MOAMNCH K PHCYHKY TIPUBOJIST €70
HasBaHue, paciin(POBIBAIOT Bee yeJaoBHbIe 0603HaueH st (1iubpbl, OYKBbI, KpUBbIE U T.11.). Tabuiibl 10JKHBI ObITH OhOpMIIE-
HBI B COOTBETCTBUH ¢ TpeboBanmsiMu AK, KOMITaKTHBIMI, TPOHYMEPOBAHHBIMI, UMETD HazBanue. Homepa Tabsuil, nx 3aromos-
K1 ¥ TinpOBLIE AHTbIe, 06pabOTAHHbIE CTATUCTHYECKH, TOJIKHBI TOYHO COOTBETCTBOBATH TIPUBEICHHBIM B TEKCTE.

CchLIKH Ha JIUTEPaTyPHble UCTOYHIKI B TEKCTE 0603HAYAIOTCS TpaMit B KBAIPATHBIX CKOOKAX, TOJKHDBI OTBEYATh HyMe-
paiuu B crucke jgureparypbl. CTaTb €O CIHCKOM JIMTEPATYPHbIX HCTOYHHKOB B BU/IE IIOCTPAHUYHBIX MM KOHI[EBBIX CChLIOK
He IPUHUMAIOTCS.

Heo6X0MiMo MpeIocTaBIsaTh [[Ba BAPUAHTA CIIICKA JIUTEPATYPHI.

IlepBsIit (0OCHOBHOIT) BapHaHT IIPUBOJNTCS CPa3y IIOCJIe TEKCTa CTAaThU, MCTOUHUKY pacriosaraioTes 1o aidasnty. Crrcok
JINTEPATYPhI MIPUBOJUTCS JIATHHUIEH. VICTOUHNKN HAa YKPAMHCKOM M PYCCKOM SI3BIKAX IPUBOJISITCS B TOM BUJIE, B KAKOM OHU
pasMeleHbl 1 PETUCTPUPYIOTCS HA aHTVIMIICKUX CTPAHMIIAX CAWTOB JKYPHAIOB. ECJIM MCTOYHUK He MMeeT aHaIora Ha3BaHMs Ha
AHTJIMICKOM SI3bIKE — OH IIPUBOANTCS B TpaHcauTepain. Takoe ohopMIeHne CIIMCKA JUTEPATYPbl HEOOXOAMMO /IS aHAJIM3a
CTaTby U CCHIJIOK Ha aBTOPOB B MEK/IYHAPOHBIX HAYKOMETPHYECKHX 0a3aX JaHHbIX, [IOBBILIEHSI HHEKCA IINTHPOBAHISI ABTOPOB.

Bropoii BapuaHT 110BTOPSIET MEPBBIii, HO UCTOYHUKHU HA YKPANHCKOM U PYCCKOM SI3BIKAX TTO/IAI0TCST B OPUTHHAIBHON hopMe.
ITOT BapuaHT HEOOXOAUM I ODOPMIEHHS DJIEKTPOHHBIX BEPCUH JKypHaJa Ha PYCCKOW M YKPaMHCKOI CTpaHuIiaX,
[UTUPOBAHHOCTU B KUPUJIMYHBIX HAYKOMETPUYECKUX Hazax.

O6a BapuanTa ohopmsioTest B cootBetcTBum co ctusmeM APA (American Psychological Association style), ncrosnsyempim
B [IUCCEPTALMOHHBIX paboTax. [Ipumep opopmaenus 0ns 06oux apuanmos:

Author AA, Author BB, Author CC. (2005). Title of the article. Title of Journal. 10(2);3:49-53.

Author AA, Author BB, Author CC. (2006). Titile of the book. Sity: Publisher: 256.

B TekcTe cTaThy OMYCKAIOTCST OOIIEPIHSTHIE COKPAIIEHN, 2 TAKKE aBTOPCKUE COKPAIIEHNST, KOTOPBIE 0053aTEIHHO pac-
mndPOBBIBAIOTCS B TEKCTE NPU TIEPBOM YIOMUHAHUN M OCTAIOTCS HEM3MEHHBIMU T10 BCEMY TEKCTY.

B KomII€e cTaThi aBTOPBI IOTIKHET 3aBUTH O HATMYMN KaKUX-TO0 KOHKYPUPYIOMINX (DHHAHCOBBIX HHTEPECOB B OTHOTIIEHIN
HAITMCAHUS CTaThU. YKazaHue KOH(GINKTa MHTEPECOB B CTATHE ABASETCS 00sI3aTENbHBIM.

Ipumep: «Asmopul 3asensiom 06 omcymemeuu Kon@pauxma unmepecog» uiu «<Mamepuan nodzomosnen npu noo0epIcKe Kom-
nanuu...»

CraThst 3aKaHYMBACTCSI CBEICHUSIMU 000 BCEX aBTOPAX. Y Ka3bIBAIOTCsT (haMULIKSL, HMsT, OTYECTBO (TIOJHOCTBIO), YUeHAst CTe-
[eHb, yYeHOe 3BaHUe, AOJUKHOCTD B YUPEKICHUN,/YIPEKACHUAX, pabounil aapec ¢ TOYTOBBIM HHIEKCOM, pabounii Teedon
1 aapec asektponnoii mouts; uaentudurkarop ORCID (https://orcid.org/register). Cokpaienus He A0IycKaoTcss. ABTOp,
OTBETCTBEHHBIN 32 CBA3b ¢ PeaKIeil, YKasbiBaeT CBOW MOOUIIBLHBIN /KOHTAKTHBIN HOMED TesedoHa.

OTBETCTBEHHOCTD 3a JJOCTOBEPHOCTb M OPUIMHAJIBHOCTD MOJIAHHBIX MaTepuaioB ((hakToB, HuTat, (HhaMuInii, UMeH, Pe3yJib-
TATOB UCCJIEIOBAHUI U T.JI.) HECYT aBTOPDI.

Penaxmus obecriednBaeT perieH3sNpoOBaHue CTaTel, BBHITIOIHSIET CIIENUATBHOE U TUTEPATYPHOE PEMAKTHPOBAHIE, OCTABIISIET
3a coOOM mpaBo cokpamath oobeM ctateil. OTKas aBTOpaM B IMyOIMKAIIMU CTAThH MOKET OCYIIECTBIAThCS (€3 00bACHEHUS eT0
[PUYUH 1 HE CYUTAETCS HETATUBHBIM 3aKJII0UEHUEM OTHOCUTENbHO HAYUHOU U [IPAKTUYECKON 3HAUNMOCTH PabOThL.

Cratbu, opopmiennsie 6e3 coOI0IeHHs IPABII, HE PACCMATPHBAIOTCS U HE BO3BPAILIAIOTCS ABTOPAM.
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