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IMPOABU INIEPBUHHOI'O KOMBIHOBAHOTI'O
IMYHOAE®INUTY ¥V ITIEPIOAI HOBOHAPO/KEHOCTI
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Pestome. Ilepeuni imynodepivumu (I11IJ]) — eacki 6podaceni zenemuuno 0emepminosani 3axeopioeanis iMynnoi cucmemu.
Jimu 3 HI/T na momenm napooicenns, K npasuio, He Maiomv KIHMHUX 03HAK imynodepiyumy. Oonax icnyiomsv okpemi
103010211, AKi 3a (henomunom moxcna 3anidospumu exce 6 nepiodi nosonapooicenocmi. B daniii cmammi nasedeno enacmi
cnocmepedcenis: pioKiciozo nepeunnozo komoiHosanozo imynodedivyumy (cunopomy Omena) y no8oHapodicenoi Oiguunku.
Ocobausocmsimu sunadky cmanu panus mawipecmayis 3 nposigie aymoimynimemy. Iloeonanns cunopomy Omena i3 x60po6ot0
<MPAHCNAAHMA NPOMU XA3ATHA> BHACTIOOK UCIEHHUX MPAHCPY3TU NIAZMU 3HAYHO NOZIPUULO CMAH | NPOZHO3 NAUIEHMKLL.

Knouoei cnosa: nepsunnuii imynodedgiyum, xombinosanuti imynodedgiyum, cunopom Omena, HOBOHAPOONCEH,

MPAHCNAAHMAYIA.

Beryn

HepBI/IHHi iMyHOZIEDIIUTI — BaXKKi BPOJUKEHI reHe-
TUYHO JIeTePMIHOBaHI 3aXBOPIOBAHHH, IO IPU3BO-
I4Th 710 nopymeHHs (yHkuii imynnoro 3axucry. CyudacHa
Me/IMIMHA HaJla€ MOKJIMBOCTI JUIsI Teparlii XBOPUX HaBiTh 3
HaliBakunumu slehektaMu iMyHHOI cuctemu. EdexTuBHiCTh
TepareBTUYHUX 3aX0/[iB TUM YCIINIHIIIA, YUM PaHille po3Io-
uyaTo JikyBaHHs. OcOOJMBO aKTyaJbHUM MUTaHHS PaHHBOIL
JarHOCTHKY € 100 KoMOiHOBaHUX iMyHOmedinuTiB. Tparc-
IIaHTallisl cTOBOYPOBUMX KJITHH, SIKA € PAAUKAJIbHUM METO-
JIOM JIIKYBaHHS [1PH IIUX 3aXBOPIOBAHHAX, IIPOBE/ICHA Y MEpIITi
TPU MiCSIT JKUTTS, ocsTae yenixy B 97 % Bunajikis, ehexTis-
HiCTh i€l IpoLeAyPU IIPOrPECUBHO 3MEHIIYEThCS 31 30i/b-
IIeHHSM BiKy AuTHHU. Bes TpanciianTarii croBOypoBux Kii-
THH CMEPTHICTH IaH01 Kateropii xBopux csirae 100% y Biti 10
JIBOX POKiB, a epeKT Bij JiKyBaHHs 6E3M0CEPEAHBO 3aMEKUTH
Bi/l CBOEYACHOCTI /[IarHOCTUKH.

[litn 3 mepBUHHUMHN iMyHOZEdIUTAMI HA MOMEHT Ha-
POJIKEHHS, SIK TIPABUJIO, He MAIOTh KITIHIYHNX O3HAK IMyHO/Ie-
GinuTy, OCKIJIBKM JAUTHUHA HAPOIKYETHCS 31 CTEPUIBLHOTO
CepeIoBUINA 1 JIESTKUH Yac 3HAXOAWTHCS B TEBHIHM 130JI11il,
3axuilleHa MaTepUHChbKUMM aHTUTimamMu. HeonartanabHuUit
TepiojT TAKOK HE BIIPI3HAETHCS BiJl TAKOTO Yy IHITNX HOBOHA-
pomkenux. [louaTok KIIHIYHUX TTPOSIBIB, SIKi 1aI0Th 111/ICTaBU
3ari03puTH iMyHOEeIINUT, CIIOCTEPITAETHCS, SIK TIPABUIIO, 3
3—4-MicAYHOTO BiKY i XapaKTepU3YETbCS NMIBUAKUM TIpOrpe-
Cy10unM iH(MEKIIHUM CMHIPOMOM (Hepiiiko nepiinii indek-
niitnuit enison crae daranmpunm). OpHAK iCHYIOTb OKpeMi
nepBUHHI iMyHomeDIUTH, SKi 32 (EHOTUIIOM MOKHA 3alTi-
TO3PUTH BXKe y MePiofli HOBOHAPOKEHOCTI.

Mema nocuijKeHHs: IpoaHaIi3yBaTH 0COOJUBOCTI jiar-
HOCTUKHM TEPBUHHOTO iMyHOAedinuUTy y mepiogi HOBOHA-
POJLKEHOCTI 1 IPOZIEMOHCTPYBATH O3HAKH, 110 AAI0Th ITi/ICTaBU
JUIST BCTAHOBJICHHST ZIATHO3Y, & TAKOJK 0COOIMBOCTI JIIKYBaHHST
B ITepiojli HOBOHAPO/KEHOCTI.

MarepiaJ i METOAM TOCTI/I>KEHHS

Hasonnmo BUIagok pigKiCHOrO MEpBUHHOTO KOMOIHOBa-
Horo imyHozedinuty (cungapomy OMeHa) y HOBOHAPOZKEHOT
JIIBUMHKH, 10 MPOSBUBCS Bijl caMOro Hapo/ikeHHs. [liarHos
6yJI0 3amio3peHo Ha OCHOBI HAsBHOCTI (DEHOTOBUX KJIIHIY-
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HUX IPOSABIB Ta IMYHOJIOITYHOTO OOCTEKEHHS, a 3r0I0M IIi/-
TBEP/PKEHO 3a JIONIOMOT0I0 BUABIeHHAM MyTariii rena RAG1
y IUTHHE Ta y 11 6aThKiB.

PesyabTaTé AOCTIAKEHHs Ta iX 0OTOBOPEHHS

HoBonapomkena miBYMHKA MOCTYNWJIA Y BiIiMeHHS
11aTOJIOTii HOBOHAPO/IPKEHUX Ha JIPYTUH JIeHDb JKUTTS Y 3B'A3KY
3 MAaCUBHOIO JIeCKBAMAIIi€10 MIKIpU HA TJIi TOLUIUPEHO] Tirepe-
Mii. /lutnna Hapoawsmacs Bim ApPYTroi JOHOIIEHOI BariTHOCTI
(nepura BariTHicTh — MeAUUHUN abOPT 3a OaKaHHIAM), IO
nepebirana i3 GararoBoasam 3 31 TuKHs recrariii, nepumx
izionoriunmux nosoriB B crpok. Maca nipu Hapokenni 2700 .
Barbkn 370poBi, Bik 060X 6aTbkiB 25 pokiB. CraakoBuit
aHaMHe3 He OOTsKeHUH 3 TPUBOAY GJIM3BKOI CIIOPiAHEHOCTI
o0y Ta BUMIAJIKIB PAHHBOT AUTSIYOI CMEPTHOCTI.

JliBunHKa Hapojujacd 3 SCKpPaBO TillepeMOBAHOIO IIIKi-
POIO, Ha TIKIpi 0O/MYYST i [IEPEIHbOI TIOBEPXHI TPYAHOI KIITKH —
JIeCKBaMallisl eImiTesio, Mo MpoTATOM 00K MOMMPUIACh Ha
KIHI[IBKH. Y 3araJbHOMY aHasi3i KPOBi 3 MEPIINX JHIB JKUTTS
Bisamivanucs Jseitkoruros (16-25x109/71), eosunodimist
(16%). Kuriniuni mposiu Oy/iu posifineHi sik cradiloKOKOBHI
OyJIbO3HUI eMiIepMOJIi3, 3 METOI0 JIKYBaHHS SIKOTO JAWTHHA
oTpuMyBasia aHTUOAKTepiaJbHy Tepamnilo (AMOKCHUIIIIIH)
MIPOTSTOM CeMHU JHIB, aHTUCTadIIOKOKOBUI iMyHOrIO0YIiH,
Ha (HOoHI YOTO BiIMIiYaIO0Ch KOPOTKOYACHE TTOKPAIIEHHST CTaHy
mikipu. Ha 11-it mens sKuTTs 3'IBUINCH HOBI TIJISTHKH /TeCKBa-
Mariii emitesito Ha (hOHI SCKpaBOi TeHePali30BaHOI rimepemii
LIKIpY, TPUEIHATUCDH Pi/IKI BUIIOPOKHEHHS, Y JIBIN Tijlie-
JIenHii ginsHini — 36iabienHnii JiMboBY30II 10 2 ¢M Y JiaMer-
pi, uepes aBa AHI — B JiBill maxBUHHIN maxsgHIi 10 1,5-2 cMm
y ZiaMeTpi.

HesBaskaiounm Ha BMKOPHCTAHHSA aHTHOIOTHKIB HIMPO-
KOTO CTeKTpa /Iii, MOBTOPHUX TpaHcdysiil TIa3Mu, cTaH
JAUTUHU He TIOKPAlyBaBCs: ypaskeHHs MKipu 36epirajucs,
Hapocsu rinonporeinemis (35—-40 r/n) Ta JedKOIUTO3
(14,6x109/1—31,6x109/71) 3 eosunodinieo (17-38%), npues-
HaBest Terarut. [lpu oOCTekeHHi UTUHA MapKepy BipyCHUX
reratuTiB B i C, aatutina 1o B1JI ve BusBieni. bakrepiosoriuni
JIOCJIJIZKEHHsT KPOBI Ti iHIINX GiOJOTUHUX PiIUH — HEraTUBHI.

HesBuyaiina kiinika, BiZICyTHICTb Bi/IIIOBi/lI HA TPAUIIiii-
He JIKyBaHHS Ta BiCYyTHiCTh THMYyCY Ha Y 3/] Bumaramm KoH-
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cyabTalii imyHosiora. Ha ocHOBI HaBe/leHUX KJIIHIYHUX TIPO-
SBiB (epUTpPOMEPMIs, MecKBaMallis, JimMdaaeHonaTis, miapes,
JIEHKOINTO3, Titepeo3utodiist) OyB 3ammio3peHnii mepBrH-
Huil imyHozedinurt, a came curgpom OMeHa.

Cunzgpom Omena — KJIiHIUHMIT (eHOMEH, SKUIT MOXKe
BUHUKATU BHACTIIOK Pi3HUX reHeTHIHUX MyTariil. Kiiniuni
mposiBu cuHApoMy OMeHa 3yMOBJIeHI ITapa/loKCaTbHIM TTO€E-
HAHHSIM TSDKKOTO KOMOIHOBAHOTO imMyHozedinuTy ta ayro-
iMmyHiTeTy. IMyHOJIOTIUHI TaGOpaTOPHi XapaKTEPUCTUKK CUH-
npomy OMeHa BKJIIOYAIOTh HOPMAJIBHUN abo0 ITiIBUIIECHITI
piBeHb TMPKYMO0OYNX T-TiMGOIMUTIB Yy KpoBi 1 TKaHWHAX
HIKIPU, KUIIKIBHUKA, CEJIE31HKH, I€UiHKY; IPU [[LOMY Y TUMY-
ci, sIK ipaBuIIo, npaktu4yHo BigcyTHi T-nimborutu. T-mimdo-
nutu ipu cuaapomi OMeHa eKCIpecyoTb aHOMAJIbHUIM 1 TysKe
BYy3bKMiT periepryap T-KITITMHHUX aHTUTEHHUX PEIENTOpPiB
(T-cell antigen receptor (TCR)) y nepudepuunux snimdoin-
Hux opranax. DaxktuuHo 11 T-TiMQOIUTH HE BUKOHYIOTH
dyHKITiT TPOTHIH(MEKITIITHOTO 3aXUCTy Yepe3 CBOIO HEITOBHO-
IIHHICTh, aJle HeCyTh Ha CBOIH TIOBEPXHi PEIENTOPH /10 ayTo-
anTturedis. [lpn npomy, K pPaBUIIO, CIIOCTEPITa€THCS TyKe
HU3bKa KiJbKiCTh ab0 MoBHA BiacyTHICTH B-mimMdonutis, 1110
HPUBBOANTD J10 BaXKKOI rirtorammarsio0yriHemii.

[Ipu iMyHOIOTIYHOMY OOCTEKEHHI JUTHHU Y Billi TPHOX
THZKHIB BUSIBJIEHO: PIBEHb CHPOBATKOBUX IMYHOTJIOOYJIHIB A,
M, G — B mexax BikoBoi Hopmu (IgA — wmemme 0,15 /7,
IgM — 0,27 r/n, 1gG — 5,6 r/n1), HaA3BUYAITHO BUCOKUIT
piBerb iMyHoroOyiny E (2500 MO/x). 3Baskaioun Ha Te,
1110 IUTHHA OTPUMaJla MHOKUHHI TpaHcdysii I1asmu, y 1aHo-
My BUIIAJIKY piBHi iMyHOrm00yainiB A, M ta G He indopma-
TUBHI JIJTs1 IarHOCTUKK iMyHOZeillUTy, a BUCOKHH piBeHb
imyHorsmoOyainy E wacro onucanuii npu cunapomi Omena.
VY cybuomnysiisx giM(OLUTIB KPOBI BUSBICHO BUCOKUIT Pi-
BeHb upKymoounx T-nimponuris (nepesaxkuno CD8+), Bif-
cytHi B-mimMmdonuTy i HOpMasbHUI piBeHb HATYPATBHUX KiJle-
piB. Takum ynHOM, iMmyHODenotun (T+B-NK+) miarsepmky-
BaB TPUITYIIEHHS PO cuHpoM OMeHa.

CraH mHalieHTKU HPOTPECUBHO mOTipiryBascsi, 30epi-
rajach Jiapesi 3 BTPaTO0 OiJIKA, PO3BUHYJACH TelaTOCILIe-
HOMerajis, BiAMiYaJToch  HAPOCTAHHSI  JIEHKOIUTO3Y
(10 45,2x109 /1) 3a paxyHoK JiMbOIUTIB it eo3unoMiIiB (iM-
donutis %, eozunodiniB %), HApOCTAIU MPOSIBU TEMATUTY
(6imipy6in 98-242 mrmouan/a, AJIT 600 MO/x, ACT
900 MO/x), rinonporeinemist 3 HaOpsikaMu, 3'IBUBCST ACIIHT.
3acTocyBaHHs TPUBAIUX KyPCiB aHTHOIOTUKIB MIKPOKOTO
criektpa mii (e TpiakcoH, BAHKOMIIIUH, TIEHAM) He IPU3BO-
JIUJIO /10 TOKPAIEHHS CTaHy iBUMHKH. [3 3aMicHOIO MeTOo10 Y
3B'AI3Ky i3 TEYiHKOBOIO HEIOCTATHICTIO IUTHHI TTOBTOPHO
Oysnio 3iilicHeHe TmepenuBaHHs —1azmu. Jluime npu
3aCTOCYBaHHI TJIIOKOKOPTHKOINIB (3 MI/KI 3a IMpeaHi30Jio-
HOM) BifiMiueHa MO3WTUBHA IUHAMIKA Y BUTJISAI TPUTTUHEHHST
JlecKBaMallil IKipy, 3HIKeHHsI piBHsL OLipy6iHy 1 TpaHcami-
Ha3, 110 HiITBEP/PKYBAJIO TilloTe3y PO ayTOIMyHHY IPUPOJLY
OpPraHHUX YPasKeHb.

Kuiniyni Ta imyHosoriuni npostBu cunapomy Omena myske
noibHi 10 XBOPOOM «TpaHCIIaHTAT IPOTH Xa3siHa» (XTIIX,
GVHD), sika MOXJINBA [IPH OY/Ib-sIKOMY TSZKKOMY KOMOHO-
BaHoMy iMyHOZedIIUTI TPU MPOHUKHEHH] /10 102 JiMQo-
UTiB Marepi abo BHACIIOK HPWKUBJIEHHS JOHOPCHKUX
T-mimbonuris micast Tparcdysiit kposi abo masmu. Yysko-
pinni CD8+ T-nimdornutu y namienra 3 imynonaedinutom 3a
Bizcyrnocti HLA-cymicHOCTi 371iliCHIOIOT aTaKy HA OpraHiam
PETUTIENTA, 10 KITHIYHO He Bi/[Pi3HIETHCS Bijl Ay TOIMyHHUX
peakniit. Ctpokn possutky kiainiunux npossis XTIIX npu
MarepuHChbKOMY Toxo/pkenti  T-mimdonutis abo micuas
remorpancdysii cranoButb 110 30 aHiB. OCKiIbKY Y HAIOMY
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BUIIAJIKY PO3BUTOK KJIHIYHUX IPOSBIB BKJIAJABCI Y CTPOKU
possutky XTIIX, To Heobxiano Oyso nposectu audepen-
IIHHY arHOCTUKY 3 IHITMME TSOKKUMU KOMOTHOBaHUMHE iMYy-
HozediuTaMu.

[l Buznavenns noxoprents T-aiMpOIUTIB IPOBEEHO
iX (heHOTHIIYBaHHS, BUSBJICHO 3HAYHE NEPEBAKAHHS 3PIINX
dbopm CD8+ T-mimbountis (CD8+RA-RO+ 96%) i myxe
HU3bKY KinbKicTh HaiBuux kaitua (CD8+ RA+R0O — 0,35%),
1[0 He TMpUTaMaHHe HOBOHAPO/UKEHIM AUTUHI (y HOBOHA-
poKeHOro /10 95% MaloTh nepeBakatn HaiBHi T-smimMdoruTy,
OCKIJIbKM HEMA€ KOHTAKTY Hi 3 SIKUM aHTUTCHOM).

Taxum unHOM, Y KPOBOTOIII HOBOHAPO/XKEHOI /iBUNHKHU
nupKyoBaau T-aiMbOIUTH 0POCTIOI JIIOAUHHU, IO CBIAYNIIO
PO MaTepUHChbKe abo TOHOPChKe iX moxokenus. [ligreep-
JUKEHHSI JIOHOPCHKOTO TOXOo/KeHHs T-mimbonuris Gymno
orpuMase 3rozioM npu ix HLA-TumyBanHi npu noganpimomy
obcTeskeHHi 1 IIKyBaHHi y BiUIIEHH] AUTSAY0 OHKOTeMaTOJI0-
rii i TpaHCIIaHTAaIlil KiCTKOBOTO MO3KY IIUBLJIBHOTO TOCITiTa-
mo M. bperrig (Itamist): BusiBieno, mo mupkystoodi T-im-
JIOHOPCBKE MOXO/IKEHHS.

Jliarnos nepBUHHOTO iMyHOIEDIIUTY OYIIO0 MATBEPIAKEHO
BusiBJIeHHAM MyTaiiii rena RAG1 y autunu ta y il 6aTbKiB
(matu A444V, 6atbko — R624H), nocaimkents 6yJio npose-
JleHe Y BIJI/IJIEHH] IUTAY0T OHKOTeMATOJIOTI 1 TpaHCILIaHTallil
KiCTKOBOTO MO3KY IIMBiTbHOTO ToctiTamo M. bpemrist (Itamis).

PajukaabHUM i €ANHIM, IO A€ IIaHC Ha 30epeKeHHs
JKUTTSI, METOJIOM JIIKYBaHHS JIAHOTO 3aXBOPIOBAHHS € TPAHC-
maHTalis croBOypoBux kiaitud. Ha chorogni B Ykpaiui
MOKJIMBA JIMIIE aJOTeHHA TPAHCIUIAHTAILliST CTOBOYPOBUX
kaituH Bix HLA-imeHTHYHOTO POAMHHOTO OHOPA, SKOTO Y
Hamol naunientku He 6ys0. Tomy auTuHa OyJia cKepoBaHa Ha
JIIKYBaHHS /10 BiJijliJIeHHS TPaHCIJIAHTAIlll KiCTKOBOTO
MO3KY IUBLIbHOTrO Tocmitamio M. bpenrist (Itanist) 3aBasku
CTIOHCOPCHKI omoMo3i Garofiiinoi opramiszamii LifeLine
Italia. Ase TpaHcnzanTaiis cToBOYpOBUX KIITHH He OyJia
MpOBE/IeHA Yepe3 BaKKICTb CTaHy AWTUHM, 3YMOBJICHY
MeYiHKOBOIO HEJOCTATHICTIO, Bijl SIKOI BOHA romepJia y Billi
JIBOX MiCAIIiB.

OcobIMBOCTSAME HABEJICHOTO BUTIAAKY cuHapomy OmeHa
CTaIM KJIHIYHI TIPOSIBM 3aXBOPIOBAaHHS BiJl caMOro Ha-
POJKEHHH 1 JiysKe MBU/Ke IporpecyBanHs. Kuiniuni nposgsu
ayToiMyHiTeTy MaHnidecTyBasu paHinie 3a iHOeKIiHHUN
CUHIIPOM 1 CTajau BUPIMATBHUMHU Y KJIIHIYHUX MPOSIBax i
nporHosi. [IposiBu 3axBOproBaHHS BiJi MOMEHTY HapOKeH-
HsT MOTJIE OYTH 3YMOBJIEH] SIK BJIACHUMU ayTOPEAKTHBHUMU
T-nimdornuramu, Tak i 3aceeHHSAM i TPUKUBIEHHSIM MaTe-
puHCbKUX T-y1iMGOIUTIB, MO0 TOTPANTUIN TPaHCILIAIIEHTap-
Ho. [ToBTOpHI TpaHchysii nazMu 3HAYHO MOTIPIINJIN CTAH i
[IPOrHO3 MAIIEHTKN Yepe3 NPMKUBJIEHHS i aTaky 4ysKopij-
HUX JoHOpPChKUX T-mimborutiB Ha opraHizM imMyHOmedi-
IATHOI HarfieHTKNu. TaknuM 4MHOM, MaJI0 MicIle ITOE€IHAHHSI
cunapomy Omena (nedexr rera RAG1) i3 aTporeHHoo XBo-
pPo6OI0 «TpaHCIIAHTAT MPOTH XasstiHa». IlamieHTam i3 Kom-
6iHOBaHUM iIMyHOIEeDILINTOM MOKHA IPOBOAUTH TpaHCchysii
TperapaTiB KpPOBi TITBKU IICS PEHTTEHIBCBKOTO OMPOMi-
HeHHs1 ab0 MPOIIYIIeHi Yepe3 creliagbHuil (hiabTp mix uac
3abopy Marepiaiy, 10 J03BOJISIE 3HUIUTH JOMIIIOK JIEHKO-
NWTIB y Tpemnapari.

BucuoBku

1. Baxkkuii KoMOGiHOBaHWN IMyHOZE(DINNUT HATEKUTDH
J10 KaTeropii CTaHiB, o moTpebyIoTh AysKe IMBUAKUX IiarHOC-
TUYHUX 1 TepalleBTUYHHUX 3aXO0/[iB Uepe3 BipOTi[HICTD IIBU/KO-
TO IIPOTpecyBaHHs 3aXBOPIOBAHHS i BUCOKY JICTAIBHICTD.
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2. Cungpom OMeHa € OAHUM 3 IEPBUHHUX iMYHO-
nedinuTiB, AKi MOKHA 3aIiJo3pUTH B Tepioji HOBOHA-
POJ/UKEHOCTI 3aBIASKM XapakTepHUM (HDEHOTUIIOBUM IPO-
ABaM: epUTPOAEpPMis, HecKBaMmallis WKipu, 30i1blIeHHs
JmiMbaTUIHUX BY3JiB, [Aiapes, eo3uHOMIMis, TiepiMyHOrI0-
6yminemist E.

3. 3acTocyBaHHS TIpemapaTiB KPOBi 3HAYHO YCKJIATHIOE
JIarHOCTUYHUI TIOIIYK Y BUIAJAKY IifI03PU Ha BPOKEHUI
iMyHOZEeDINNUT.

4. Ilpu mizo3pi Ha BpozkeHuit imynonediuT He MOKHA
[IPOBOJIUTH TIepeJIMBAHHS I1JIa3MU Ta IHIITNX TIPerapariB KPoBi
710 YTOUHEHHS [IaTHO3Y.

5. XBopoba «TpaHCIIaHTAT TIPOTH Xa3AiHa» 3a KIiHIYHU-
MU TIPOSIBAMU MOKe HarajlyBaTu iH(eKIiiHuii cercuc aje
noTpebye IHINX TepareBTHYHUX 3aXO0/IiB.

6. Y3/l Tumycy € mpocTuM i TOCTYITHUM CKPUHIHTOBUM
METO/IOM JIarHOCTUKHY IIPU I11[03Pi HA IEPBUHHUN KOMOIHO-
BaHUIT iMyHOeDIIUT y TIePio/li HOBOHAPO/JKEHOCTI.
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nPOYABJIEHNA NEPBUYHONO KOMBUHUPOBAHHOINO UMMYHOAE®UUNTA B NEPUOLAE HOBOPOXXAEHHOCTH

J1U. YepHbiwosa', A.B. boHpapenkol, CA. CtapeHbkan?

1Kadenpa neTcknx NHPEKUNOHHbIX 6onesHel n aetTckon nmmyHonormm HMAMO wnm. M.J1. Wynuka, r. Knes, YkpanHa
2HauunoHanbHasa cneunanmManpoBaHHas getckas kKnnHudeckas 6onbHuua «OXMATOET», r. Kues, YkpanHa

Pestome. TMepBuyHble UMMYHOAEMULUUTEI — TAXKENbIE BPOXKAEHHbIE FEHETUYECKM [ETePMUHUPOBAHHbIE 3a60SIeBAHNA UMMYHHOI cUCTeMbl. [leT ¢
MepBUYHBIMI UMMYHOAEMUMTAMI HA MOMEHT POX.AEHWUS, KaK MpaBumo, He UMEKOT KMUHUYECKUX NPU3HAKOB MMMYHomecduumuTa. OfHAKO CyLIECTBYOT
OTAe/bHbIE HO30M0TMI, KOTOPbIE MO (HEHOTUMY MOXHO 3anof03puTb YXKE B Mepuoae HOBOPOXAEHHOCTW. B HaHHOI cTaTbe MpuBedeHbl COOCTBEHHbIE
HaGNIOIeHNA PEAKOrO NEPBUYHOr0 KOMBMHUPOBAHHOMO UMMYHOAEMULMTA (CUHAPOMA OMEHa) Y HOBOPOXK/AGHHOM [16BOYKIA, KOTOPI NPOSBUAICS C CAMOr0
poxaeHns. Oco6eHHOCTAMM CMyyas Gbina paHHSA MaHudecTauus ayToummyHuteTa. CoveTaHue cuHgpoma OMeHa U GONesHW «TpaHcnnaHTaT npoTuBs
Xa3siHa» BCNeACTBME MHOTOYMCTIEHHbIX TDAHCHY3NIA NNa3Mbl 3HAYUTENBHO YXYALINIO COCTOSHIE M NMPOTHO3 MaLNeHTKI.

KntoyeBble cNoBa: NepBuYHbIi UMMYHOASULIAT, KOMGUHUPOBAHHbIA UMMYHOASULNT, CUHAPOM OMeHa, HOBOPOXKAEHHbIE, TPAHCMMAHTALMA.

MANIFESTATIONS OF PRIMARY COMBINED IMMUNODEFICIENCY IN THE NEONATAL PERIOD
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1P.L. Shupyk NMAPE, Pediatric Infectious Diseases and Pediatric Immunology Department, Kiev, Ukraine
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Summary. Primary immunodeficiencies are severe congenital genetically determined diseases of immune system. Children with primary immunodeficiency
usually have no clinical signs of immunodeficiency at the time of birth. However, there are some primary immunodeficiencies that can be suspected at the
neonatal period due to phenotype. This article demonstrates author's observation of rare primary combined immunodeficiency (Omen syndrome) in a new-
born girl which manifested from birth. The features of the case was manifestation of autoimmunity before infectious syndrome. Omen syndrome accompa-
nied with graft versus host disease due to numerous plasma transfusions worsened patient's condition and prognosis.

Key words: primary immunodeficiency, combined immunodeficiency, Omen syndrome, neonates, transplantation.
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