Knunuueckas meouyuna / Clinical medicine

YK 612.017.1:612.6.05
DOI: 10.36979/1694-500X-2026-26-5-56-61

CJAYYAU TSAKEJIOU KOMBUHUPOBAHHOM HMMYHHOM HEJOCTATOYHOCTH

X M. Cywanno, C.B. 3eiieanvo, P.A. Ilepedepees

AHHomauusi.  Tsbkenas  KOMOWHMPOBaHHAs WMMYHHasi  HEOOCTaTOMHOCTb — XapakTepusyetcsi  HedoCTaTKoM
T-numdouuTos, B-numdoumTtoB n NK-kneTok. PaHHAs guarHocTMka MMMyHoaeULMTHBIX COCTOsIHUIA obecneunBaet
MOSTHOLIEHHYIO TEPAMUIo, CHKAET PUCK Pa3BUTUS TSXKENbIX HEOOPaTUMbIX U3MEHEHWIN B opraHax u TkaHsix. Y aeten
C TSKENow KOMOUHUPOBAHHOW MMMYHHOW HEAOCTATOYHOCTbLIO, BaKUMHMPOBaHHbIX BLK-BakuyHON, YacTo pasBmBaeTcs
BLXK-accounnpoBaHHas nHekums nerkmx. Tak, y naumMeHTa B ONMCcaHHOM criydae npu obcnegoBaHuv KOMNbIOTEPHON
N MarHUTHO-pe30oHaHCHOM ToMorpadumm Nerkux obHapyxunu neroyHyto dynny, Ty6epkynes ¢ MMMageHUTOM LUENHBbIX,
NOAMbILLEYHbIX W NEroYHblX NMMAOY3noB, C rHOMHbIM abcueccoMm B obnactu npuBMBKM. B Bo3pacte OByx net
pebeHok 3abonen aHrvHoOmn, Npy nonyvyeHun aHTMbakTepuansHOM Tepanun B KIMHUYECKOW KapTUHe AMHaMuKa Gbina
oTpuuaTtenbHas ¢ Nporpeccupyowmnm obpasoBaHMEM HOBbIX THOMHbIX 04aroB MHAeKUMM. OnucaHHbIA KIUHUYECKUIA
criyya ykasblBaeT Ha BaXHOCTb BBE[EHWUS HEeOHaTanbHOro CKPWHWHIA, OCBEOOMIIEHUS Bpavelr-neauaTpos,
TwarenbHoro cbopa aHamHesa, COCTaBMNEHWE reHeanornyeckoro Apesa, HeobxoanmMocTb 06cnefoBaHNs UMMYHHOW
cucCTeMbl y deTeil ¢ THOMHO-OAEeCTPYKTMBHbIMU 3aborneBaHMsSMU, CBOEBPEMEHHOE HanpaBrneHue Ha KOHCynbTauuto
K Bpayy-uMMyHorory Ansi obecrneyeHnsi MONHOLEHHON Tepanuu, CHUXKEHUS pUcka pasBUTUS TSBKENbIX HeobpaTUMbIX
N3MEHEHWUI B OpraHax 1 TKaHsix.

Knroyeable crioga: KNUHUYECKUN cnyanl; KOM6VIHI/1pOBaHHaF| WMMYHHaA HeOoCTaTOYHOCTb; VIMMyHO,ClerVILI,I/IT;
HacneacTBeHHbIe 3aboneBaHus; WMMYHUTET.

OOP AUKAJIBIIIKAH UMMYHJIYK KETUIICU3JIUKTUH YUYPY

X M. Cywanno, C.B. 3eiieanvo, P.A. Ilepedepees

AHHOmauyus. NnmounTTepanH KaTyy ankanbllkaH xetuwensgurn T-, B- xaHa NK-kneTkanapblHbIH XeTULLICU3ANTU
MeHeH MyHe3sdeneT. VIMMyHAYK XeTULCU3amk abanbiH 3pTe aHbIKTOO KOMMMAEKCTYY TepanusHbl KamMcbl3 KbifaT XaHa
opraHgapaa kaHa TkaHhapAa KawWTapbinrbic esrepyyrnepayH navga 6onyy KopkyHyuyH asawTtar. BLK BakuumHacel
MeHeH aMAenreH oop awikanbilkaH UMMYHAYK XeTulicusgurn 6ap 6angapabiH Kendynyk yvypnapbiHaa BLPK meHeH
GarinaHbllLkaH ernke MHdekuusicbl nanga 6onot. bentantapabiH enkenepyH KT »kaHa MPT TekwepyyaeH eTkepreH
ydyprapaa amaenreHaepanH enkenepyHyH Oynnackl, MOIOH, KOMTYK XXaHa enke numda 6e3nepuHnH numdaneHnTu
MeHeH KOLUTOMNMOH Kyprak y4yK xaHa WPWHAYY MPWH aHblkTanraH. banaHbiH 2 alwbiHAa Tamarbl oopyi GalutaraH.
AHTUGaKTEepuanaplk Tepanust anbin KatkaHga KNMHWKanbIK KepYHYLY MHMEKUMSAHbIH XaHbl UPUHAYY OYOKTOPYHYH
navpaa Gonywy MeHeH Tepc AUMHaMWUKaHbl kepPCeTkeH. CypeTTenreH KIMHUKanbIK ydyp HeoHaTandblk CKPUHWUHIAWH,
neguatprnapra maaneiMaTt 6epyyHyH, aHaMHe3aW KbiNgaTTblk MEHeH YOTynTYYHYH, yW-Oynenyk AapakTbl TY3YYHYH,
VPUHAYY-AECTPYKTUBAYY 00Opynap MeHeH oopyraH 6anaapabiH MMMYHOYK CUCTEMAChIH TEKLWEPYYHYH 3apbinabIrbiHbIH,
KOMMNMEKCTYY TepanusiHbl Kamcbi3 Kbiflyy YYyH €3 ybarbiHga MMMYHOMOrAOPro KawmpblnyyHyH, opraHgapha ada
TKaHAapaa oop KanuTapbInrbiC e3repyynepayH nanaa 6omnyy KOpKyHyUYyH asaiTyyHyH MaaHUmyynyryH kepceTyn Typar.

TyliyHOYy ce30ep: KNMUHWKanbIK y4yp; ankanbiwkaH UMMYHAYK XETULLICUSANK; UMMYHAYK XXETULLCU3ANK; TYKYM KYYy4yrnyK
oopynap; UMMYHUTET.

A CASE REPORT OF SEVERE COMBINED IMMUNODEFICIENCY

H.M. Sushanlo, S.V. Zeivald, R.A. Peredereev

Abstract. Severe Combined Immunodeficiency is defined by a profound deficit in T-lymphocytes, B-lymphocytes, and
Natural Killer (NK) cells. Timely identification of immunodeficiency disorders is critical for implementing adequate
therapy and mitigating the likelihood of severe, irreversible organ and tissue damage. In pediatric patients with SCID
who have received the BCG vaccine, the development of BCG-related pulmonary infection is a frequent complication.

56 Becmnux KPCY. 2026. Tom 26. Ne 5



X M. Cywanno, C.B. 3eiisanvo, P.A. [lepedepees

In the described clinical case, computed tomography (CT) and magnetic resonance imaging (MRI) of the chest revealed
a pulmonary bulla, tuberculosis accompanied by lymphadenitis of the cervical, axillary, and intrathoracic lymph nodes,
as well as a purulent abscess localized at the vaccination site. At two years of age, the child presented with tonsillitis;
despite the administration of antibacterial treatment, the clinical trajectory deteriorated, marked by the progressive
emergence of new suppurative foci. This case underscores the critical necessity for implementing neonatal screening
programs, enhancing awareness among pediatric practitioners, conducting meticulous patient history assessments,
constructing genealogical pedigrees, and performing immune system evaluations in children presenting with pyogenic
and destructive disorders. Furthermore, it highlights the importance of prompt referral to a clinical immunologist to
ensure comprehensive management and to minimize the risk of irreversible systemic injury.

Keywords: case report; combined immunodeficiency; immune deficiency; hereditary disorders; immunity.

BBenenue. IlepBuunbie HMMMYyHOIE(OUIUTHI
OTHOCATCST K PEAKHM HaCIEICTBEHHBIM 3a00ieBa-
HUSAM. MoJeKynspHO-reHeTu4ecKue Je(eKThl CBS-
3BIBAIOT C HApyIICHWEM pa3BUTHSA, MOpdoIorun
U B3aMMOJEHCTBHS Pa3IMYHBIX KOMIIOHEHTOB HM-
MYHHOW cucTeMbl. [lepBbIii BPOXIEHHBI WMMY-
Hogedunut Obi1 omucaH B 1952 rogy Oraenom
BbpyTonoMm, ceituac gacToTa mepBUYHBIX UMMYHHO-
nedunuroB (ITHUJ) B cpeqrem 1 Ha 10 ThIC. )KUBBIX
HOBOPOXKIEHHBIX [1, 2].

Knunuuecku 60JbHBIE C IEPBUYHBIM UMMYHO-
JIeQUIIUTOM TIONBEPKEHB! PEIUIUBHPYIOIINM, TS-
HKEIbIM, MYJIBTUCUCTEMHBIM HH(EKIIMOHHBIM 3a00-
JICBAHHSIM PA3IUYHON STHOJNIOTUH (OaKTepHalibHbIC,

IrpUOKOBBIC, BHUPYCHBIC, OMNIOPTYHHUCTHYECKHE).
WNudexnnonnsie ocnoxuenuss npu [1A]] umeror
CIIefyIOIEe  OCOOCHHOCTH:  PELUIUBHPOBAHMUE,

CKJIIOHHOCTh K XPOHHYECKOMY TCUCHHUIO, MYJIBTH-
CUCTEMHOCTb, U HeIP(PEKTUBHOCTh OaKTepUAIIbHOM
teparmu [3].

YV 35-40 % c I1I1]] pa3BuBatoTCs ayTOMMMYH-
HBIC OCJIOKHECHUS: NMMYHHBIC ITUTOIICHHUH, BACKY-
JIUTBL, TPAHYIEMaTO3HbIC HHTEPCTHIUABHBIC TOpa-
sxenus Jerkux u Ap. (Notarangelo L.D. et al., 20006)
[4]. Ilpumepro y 20 % (GOpMHUPYIOTCS OHKOJIOTH-
YEeCKHe MPOIecchl (JTMM(OMBI, JTCHKO3bI, COJUIHbIC
onyxonu) (de Miranda N.F.C.C. et al.,2011) [5].

KomOunupoBanusie T- u B-kieroynele uM-
MyHOAE(DUIUTB MPENCTaBIsAOT co00il Haubomee
Tsokenbie Gopmer [THU]], TpeOyroT paHHel auarsoc-
TUKH U PaAJUKAIBHBIX METOJOB JICUCHUS. TshKe-
7masi KOMOWHHUpOBAaHHAas WMMYyHHas HEIOCTaTOY-
HOCTh MPOSIBISICTCS HEIOCTAaTKOM T-JIUMQOIUTOB,
B-nmumdorutoB, 1 NK-KIIETKH MOTYT OTCYTCTBO-
BaTb B pa3HOl CTENCHUW B 3aBUCHMOCTUA OT MO-
nexynsipHoro Jiedexra [6]. 3a0ojeBaHUAMU ATON
TPYIIBI SBISIOTCS pa3Hble (OPMBI TKETOH KOM-
OMHMPOBAaHHOW  MMMYHHOH  HEJOCTAaTOYHOCTH
(TKUH).

TKMH xapakrepusyercs paHHMM HaydajoM
(B mepBBIC ITHU, MECSIbI JKU3HHU), TSDKEIBIMH JIe-
TaJbHBIMH UH(EKUUSIMH, BIUIOTH JO T'€HEPalIn30-
BaHHBIX (OPM, ITOPOH C ATHIMUYHBIM XapaKTEePOM,
PE3KUM CHIDKCHHEM KouuecTBa T-muMQOIHUTOB
U TUTNOramMmarioOynnHeMuei. B HacTosmee BpeMst
onucano 6oisee 25 TeHOB, MOJOMKH M MyTalluU KO-
TOPBIX BEAYT K Pa3BUTHIO TSHKEIBIX KOMOWHHPOBAH-
HBIX UMMYHOIe(UIIUTOB [7].

[TaTp TOCYmapcTB B HacTOsIIEe BpeMsl BBEIH
CKPUHUHT T T-KIICTOYHBIX PACCTPOUCTB Y HOBO-
POKIEHHBIX U eie |5 rocynapcTB HaxXoAsITCsI B IPO-
Hecce BHEAPEHHs TeCTUpoBaHus. CKPUHUHT BKITIO-
qaeT B ce0s1 oOHapyxeHue T-KIEeTOYHBIX perenTo-
POB C MOMOIIBIO MOJIMMEPa3HON LIETTHON peakiuu
(ITIIP) ¢ wuccrnemoBaHWEeM BBICYIICHHOTO TISITHA
KPOBHU. DKCUU3UOHHBIC T-KJIETOUHBIC PEIEITOPHBIC
KpYTH MpeacTaBisitoT coboit pparmentst JHK, xo-
TOpBIE TPOU3BOAAT TONbKO T-KieTku [8, 9].

Kaununueckwuii cayyaii. Mansunk H. Pebenky
2 roxa 9 mecsies. [loctynun B TopakaibHOE OTIE-
nenue ['JIKb CMII ropoxa bumkeka Ksipreizckoit
PecniyOnuku ¢ aumarnosom: «OcTpasi THOHHO-ZE-
CTPYKTHBHASI ITHEBMOHHS CIIPaBa.

JKanoObl MmpH MOCTYIUICHHH Ha IOBBINICHUE
temnepatypbl Tena 39 °C B teueHue Oolnee Mecs-
1a, Kallesb, OIBIIIKY, BJIOCTb, KHCIOPOI03aBUCH-
MOCTB, O€Iloe IIATHO B JICBOM IVIa3y, HAJIWIHE THOM-
HUYKOB IO BCEMY Temy, OONIyIO c1a00CTh, CHUKE-
HUE aNIeTHuTa.

Anamnes 3abonesanusi. PeOEHOK 0OJIEH ¢ POXK-
nenust, nocne npuBuBKU BIDK Obi1 Gecmokoew,
¢ 7-ro QHs CTajl TEMIIePaTyPUTh, TOCIUTAIU3IUPO-
BaJlM B JETCKyr0 OosbHHUILy. [Ipm oOcienoBaHumn
KT nerkux oOHapyKWIH JIETOUHYIO OyJLTYy, pOIUTE-
i yBe3nu pederka B TamikeHt, e Ha MPT oGHa-
py)KeH TyOepKyie3 ¢ IuM(aaeHUTOM [ISHHBIX, MO
MBIIIEYHBIX H JIETOUYHBIX JIM(OY3II0B, ¢ THOHHBIM
abcrieccoM B 00JIaCTH MPUBUBKY, HA JICUCHUU OBLTH
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1o 1,6 roma. B Bospacte 2-X neT peOeHKa OTAalu
B JICTCKUH caji, uepe3 2 Henenu peOeHOK 3aborern
AQHTUHOW, Ha3HAYWIIM aMITUIWLINH, TeMIIepaTypa
HE CHMXKAJIaCh, HAIIPaBUJIM B TOpPaKaJbHOE OTIeJIe-
Hue [JIKb CMII r. bumikeka, rae peGeHKy MpoIodi-
JKUIIN JIGUECHUE.

Anamnes owcuznu. PebeHOK oT 6-if GepemeH-
HOCTHU U 6-X poaoB. PeOeHOK JOHOILIEHHbIH, pOAUII-
cs B cpok, BITP — 4000 T (cM. poIoCIIOBHYO).

Cocrosinue peOcHKa TsKEIO0e, TSDKECTh 00y-
CJIOBJIEHA TSDKEJION IOJMOPIaHHOW HEIO0CTaTOYHO-
CTBIO C JIbIXaTeJIbHON HEAOCTAaTOYHOCTHIO U HEBPO-
JIOTUYECKOW CUMITTOMATHKOM.

PebeHok HaxoUTCs B peaHUMALMH 110 TSKECTU
COCTOSTHMS, TIOJIOKEHHUE Tella BBIHY)KJCHHOE C BO3-
BBIILICHHBIM TIOJIOKEHUEM BEpXHEH 4acTH TYJIOBH-
ma. Co3nanue onmyménnoe, no [lkane koms [1a3-
ro (LLIKT) — 13 6amroB. Pe6&HOK citalblii, BSUTBIH,
OOJIBIIyIO YacTh BPEMEHH CIUT. 7a3a OTKpHIBaET
CaMOCTOSTEIbHO, B30p (UKCUPYET, MPOCIEKUBAET
KpaTKkoBpeMeHHO. OOpaméHHyl0 pedb MOHHMACT.
Ha mpocteie BOmpocChkl OTBEYaeT HU3peaKa, OAHO-
CIIOKHO, C TPYAOM, HHCTPYKITUH HE BBIMOJHSET. Po-
nuteneit y3Ha€t. Ha GoneBble pa3pakureian OTBET
muddepeHITPOBaHHBIM. ANMETHT CHIDKCH, BOTY
ne€T Ioxo. Ha neBoM a3y Ha poroBHUIlE MMEET-
Cs TIOMYTHEHHE, B JIMHAMHKE HE YBEIMYHBACTCS.
3pauku cpegHux pasMepoB, S = D, ¢ortopeaxuus
Ha CBET kuBas. JINIo cuMMeTpuIHOE, HOCOTYOHAs
CKJIaJIKa OJMHAKOBa C 00euxX CTOpPOH. PurmaHocTtb
3aTBIJIOYHBIX MBI TOJIOXKUTETbHASE. MEHUHTealb-
HBIC 3HAKH IMOJIOKHUTEIbHBIC ++. PeOEHOK HE CHIIHT,
HE MOXKET CAMOCTOSITEIILHO ABHUIATHCS, MOCTOSHHO
JIEKHUT.

KoyxHble TOKpOBBI OJIeTHBIC ¢ MHOYKECTBEHHBI-
MU TICeBIOPYPYHKyTaMu. Typrop KOXKH CHIDKCH.
Bpewms kanumspHoro HanosiHeHus — 2 cek. Ilog-
KO)KHO-)KApOBasi KJIeT4aTka CHiKkeHa. Jlumdaru-
YecKHe y3JIbl He mansnupyioTcs. [Ipu ocMmotpe 3¢B
YMEpeHHO rurnepeMupoBaH. [pymHas kieTka oObrd-
HOU (opmbl. OTMEUaeTCs y4acTHE BCIIOMOTATENb-
HOM JbIXaTelbHOW MycKynatypsl. Ilpu ocmotpe
OJIBIIIKA TIEPHOJMUYCCKH HApacTaeT, OTMEYAeTCs
pa3ayBaHME KpbUIbEB HOCA, JecaTypauus, 0COOeH-
HO Tpu OeCToKoiicTBe. AYCKyIbTaTUBHO AbIXaHUE
BBICITyIIMBaeTCsad ¢ 00€MX CTOPOH, CIIpaBa B HHXK-
HUX JOJISIX OCJIAbIeHO, IPOBOIHBIC BIAKHBIC XPH-
el ¢ 00enx cTopoH. TOHBI cepila MPUIIYLIEHBI,

pUTMHUUHBIC, y4amieHbl. Ha mepemneil OprormHoi
CTEHKE BBIPQKEHHBIH COCYIMCTBIA pUCYHOK. Ku-
BOT TMOJB3IYT, NMPH NaIbNAUK MITKHHA, 0e300-
ne3HeHHbI. CTyn HeycToHuMBbIi. Moueucmycka-
HHE CBOOOIHOE.

Jannvie nadopamopublx u  UHCMPYMEH-
manvHvix uccredosanuil. B obniem ananmsze Kpo-
Bu OoT 21.06.2025 1. BBISIBJICHBI aHEMHsI YMEPCH-
HOHM crereHn (remornyioOMH 93 T/11); JIGUKOIMTO3
15,03 x 10°1, Helitpoduies co CABUTOM BIEBO
(/51 — 26; ¢/ — 66); mumdoreHus: — 5; MOHOLIUTHI —
4; ycxoperne COD (22 mm/9).

Muenoepavma om 30.06.2025 2.: rpanynouu-
TapHbIl POCTOK HEMHOI'O YBEJIMYEH U PE3KO OMO-
JIOKEH. DPUTPOUIHBIA POCTOK IO HOpMOOIacTHye-
CKOMY THITy KPOBETBOPEHHS, cOXpaHeH. Jlumdona-
HBIM pOCTOK CyXeH. MerakapuomuThl B Ipernaparax
BCTPEYAIOTCSA, TPOMOOLMTHI B MOJIAX 3pEHHS Jie-
JKaT CKOTUICHUSIMHU.

[Ipu mpoBeAEHUU OLEHKH T'yMOPAJbHOTO HM-
MYHHTETa BCE UMMYHOITIOOYIWHBI OBUTH CHHYKCHBI
(IgM - 0,09; IgG — 0,77; IgE — 0,660; IgA — 0,04).

[Ipu  aHamm3e  KJIETOYHOTO  WMMYHHTE-
ta — CD3 — 0,00; CD3 + CD4 — 0,57; CD3 +
CD8 — 0,29; CD16+56 — 0,06; o011ee KOIHYECTBO
JTUM(OIIUTOB 1,68. BrIgBIIEHO CHUMKEHHE ao-
comorHoro uuciaa NK-ximetoxk u T-nmumdornuros,
Kak 3a cuér T-xenmepoB, Tak M 3a CUET IIUTOTOK-
cuueckux T-kiaeTok. AOCONIOTHOE KOJHMYECTBO
B-numdoruToB Ha HIDKHEH rpaHuiie HOPMbI. VM-
MyHOAE(UITUTHOE COCTOSHHUE.

Pezynomamsl 006ce008anus Ha GUPYCHYIO UH-
Gexyuro: 1gG x IMB — Gonee 250 (Hopma 0-6),
IgM x LIMB 0,69, IgG x repnecy [ u II — 30 (0-4).

Ha penmeenocpamme opeanog epyoHou kiem-
Ku 6 npsamot npoexkyuu om 13.06.2025 2. — nanHbIe
¢ o0enx CTOpPOH 3a JECTPYKTUBHBIC H3MCHCHHS
¢ HHOWIBTPALUCH, CIIpaBa B HIDKHEN J10J1e TIOHIKE-
HUE TPO3PAYHOCTH, CHHYC 3aTEMHCH, yCHUJICHHBIH
COCYIUCTBIM PUCYHOK C JIByX CTOPOH, TeHb CepJla
He M3MEHeHa (PUCYHOK 1).

Ha penmeenozpamme opeanog epyoHou Kiem-
Kku om 23.06.2025 2. — naHHblE 3a JECTPYKTHUBHBIE
U3MEHEHHS C 00eUX CTOPOH, HHPUIBTPALHS C OTPH-
LaTeJIbHON JTUHAMUKON, CHHYC 3aTEMHEH C 2-X CTO-
pOH (PUCYHOK 2).

MPT om 14.06.2025 2. — nanHble 3a MEHHUHIO-
SHIE(DATUT C JOIOTHUTSIHFHBIME 00pa30BaHUSIMU
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23.06.2025
8:53:35

Pucynok 1 — Penrrenorpamma OI'K
or 13.06.2025 1.

Pucynok 2 — Penrrenorpamma OI'K
01 23.06.2025 1.
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Pucynox 3 — PogocnoBHas mpobanma — pedenka H.

(HeomyiazMbl), € MAaTOJOTMYECKUM COAEPKUMBIM
B JKCJIyIOYKOBOH CHCTEME, COCYIUCTHIX 00pa3oBa-
HU# OoJIbIIIE ClIeBa.

KT om 14.06.2025 2. — nanHble 3a MHOTOOYAaro-
BbIC TIOPAKEHHST 000HX JIETKUX HH(OUIBTPATHBHOTO
XapakTepa, KpyIHbIi IeCTPyKTUBHBIM o4ar ¢ ropu-
30HTAJIbHBIM YPOBHEM IATOJIOTUYECKON KHUJIKOCTH,
MHO)KECTBEHHBIE METIKHE (PUOPO3HBIEC OUaru U TSIKH.

OcHoenoti  knuHuveckuti ouaenos: Cerncuc.
Cenrtuxkonuemus. BHyTpunoneBol IecTpyKTUB-
HBIH ouar S6 S9. BropuuHbIil MEHHHTO3HIIE(DAITHT.
Abcriecc ronoBHOro Mo3ra. DypyHKynes.

Oclo)XHEHHass  MMOJMOPTaHHas — HEJ0CTaTou-
Hocth ([IH, mwepeOpanbHas HEIOCTaTOYHOCTD,
CCH).

Konxypupyiowee 3abonesanue: Taxenas Kom-
OMHUpOBAaHHAS MMMYHHAs HEZOCTAaTOYHOCTh. Ho-
CUTENb LUTOMETaJOBUPYCHOH HMH(EKINHU, Teprec
1-T0 1 2-1O THIIOB.

[Iporuo3 y pebeHka kpaiiHe CEpPbhEe3HBIM.

Pooocnosnasa. Ilpu anamuse ponoCIOBHOM
OTMEUEHO: HACIJIeJICTBEHHOCTh OTATOLIEHa MO Ma-
TEPUHCKOW JIMHUU TSDKEJIBIM CaxapHbIM JTHA0ETOM
(caxapHbIM 1HMabeTOM cTpafanu 6 WHIUBHIIOB), TH-
MIEPTOHUYECKON OONE3HBIO U OJIMH C TYOCPKYIIC30M
(ymep B 40 ner).

ITo oTIIOBCKO# TUHUM BBICOKAsh HEOHATaJIbHAS
CMEpPTHOCTh: 5 ZieTell Y CEeCTpbI OTIIa B PAaHHEM HEO-
HaTallbHOM Bo3pacTe 0e3 00CleNoBaHUs U OHKO3a-
OoneBanue y nena mpodanaa (ymep B 43 1).
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O6cy:xnenune. bponxomerounas cucremMa —
Haubosee yacTas JTOKaIu3alus HHPEKITMOHHBIX OC-
JO)KHEHHUH Y OONBHBIX ¢ KOMOMHUPOBAHHBIM IIMMY-
HojeuIMTOM. BonbHbBIE IPeAPaCIONOKEHb! K pa3-
BUTHIO MH(EKIHHA, BBI3BAHHBIX BHYTPHKICTOUHON
U ONMNOPTYHHCTHUECKOH (ropoii: GakrepuanbHOi
(Pneumocystis jirovecii, Pseudomonas aeruginosa,
Mycobacterium bovis, tuberculosis v npyrumu), Bu-
pycuoii (CMB, EBV, Adenovirus, RS-virus), rpu0-
koBoit (Candida albicans, Aspergillus pa3HbIX BU-
noB, Scedosporium, Histoplasma, Cryptococcus).
[lopaxxenue nerkux Pneumocystis jirovecii sB-
JseTcss caMbIM  4YacTeiM  niposiBiennem TKIUH,
pacmosHaeTcsi KpaliHe MO3[HO M MPHUBOAUT PaHO
K netanpbHOMy mcxomy. Y nereit ¢ TKUH, Bakmm-
HupoBaHHbIX BIDK-BakuuHOM, 4acTo pa3BUBacTCA
BIK-accornuupoBanHas HH()EKIINS JIETKUX.

AHaMHECTHYECKHE JaHHbIE, K KOTOPbIM OT-
HOCATCSl aHaMHe3 3a00JeBaHHS, aHAMHE3 >KU3HU
U TeHeaJloTHYeCKUi aHaMHe3, J1abopaTopHbIe JaH-
HbIE TO3BOJISIIOT TpeAnonokuts Hamuune TKUH.
CocraBiieHue poJOCIOBHOM MO3BOJSET ONPEACTUTh
XapakTep HaclleI0BaHUsI MMMYHONATOJOTMM, YTO
MOXET OIpPEJeNUTh MyTh MOJIEKYJISPHO-TeHETHYe-
CKOM JTMarHOCTHKH.

K nabGoparopHbiM MeTOIaM, HCIHOIB3YEMbIM
B JIMarHOCTUKE MMMYHOIE(HUIINTOB, OTHOCATCS Te-
MaroJIoTH4ecKue (HaurnHas ¢ 00Ilero aHainsa Kpo-
BH), UMMYHOJIOTHUECKHE (KOJUYECTBEHHBIC M Ka-
YECTBEHHBIC — MPOAYKIHUS KIETOK U COOTHOIICHHE
pa3IMyHBIX apaMeTpoB MMMYHHUTETa) U MOJEKY-
JSIPHO-TEHETUYECKHE UCCIICIOBAHMS.

EnuHcTBeHHBIM 3()(DEKTHBHBIM METOIOM Jieue-
Huss TKUH siBasieTcst TpaHcIuiaHTalusi reMOIo3TH-
YECKHUX CTBOJIOBBIX KieTOK [10].

VYuuteiBas cepbe3nblii mporuo3d npu TKHWH
€CThb IPHU3HAKU KOTOpbIE IOJDKHBI HACTOPOXKHUTD
Bpaya Ha TEPBUYHOM OHTare, 4ToObl KaK MOXKHO
paHbIIe HANpaBUTh PeOCHKa K WMMYHOJOTY JUIS
JanbHeiero oocnenoBanus [11].

Hamnume nByx m Oonee M3 IMEpEUMCIICHHBIX
MIPU3HAKOB — MOKa3aHus JJIs yriyOneHHoro oOciie-
noBanus (Anlehnung an Wahn et al.,2009). So:

»  HACJIEJCTBCHHAs OTSTOIICHHOCTh 10 MMMYHO-

JIeUIUTY B CEMbE;

» 0onee BOCbMU THOWHBIX OTHTOB, CHHYCHTOB

B TEUEHME I'0/1a;

» 0Oojee ABYyX MHEBMOHUH B TEUYCHUE TOJIA;

»  OCJIOKHEHUS [P MIPOBEICHNH BaKIIMHAIIMN OC-
nabneHHbiMu KUBbIME BakiuHamu (BLDK, mo-
JTUOMUEITUT);

» orcyrcrtBue 3(ddekra OoT aHTHOAKTEpHUATbHON
TepaIuu, MPOBOTUMON Oolee 2-X MeCsIICB;

»  peUuIUBHUPYONIHE aOCIECChl KOXKH MU Opra-
HOB;

»  TepCUCTHpYIoMas KaHAWu03Has HHPEKIUI KO-
KU M CITU3HUCTHIX.
3akiaouenune. OCOOEHHOCTLIO HTAHHOTO KIIHM-

HUYECKOTO CIlydasi SIBIISICTCSI TO, YTO IEPBbIC KIHU-

HUYECKHE MPOSBICHUS NPOABISUIUCH C POXKICHUS.

INocne mpuBuBku BIDK o0OHapyXnimu JerodHyio

Oyuty, TyOepKyine3 ¢ TuMQpaaIecHAITOM MICHHBIX, IO/~

MBIIIEYHBIX U JIETOYHBIX JIMM(POY3JIOB, C THOMHBIM

abcrieccoM B oOmactu npeariedbss. CUMITOMBI UM-

MyHOAC(HUITNTA OBUTH BEISIBIICHEI HE CPa3y.
OnucaHHbIM KIMHUYECKUH cilydail yKa3bIBaeT

Ha BaXHOCTh BBEJICHUSI HEOHATAIHHOTO CKPUHHUHTA.

Bpaun-neauarpbl JOHKHBL OBITH 0043aTEIBHO OCBE-

JIOMJICHBI O BO3MOKHOCTH PEIKOTO HACIIEJCTBEHHO-

ro 3aboneBanus. Taxke HEOOXOJUMBI THIATEIbHBIHN

cOop aHaMmHe3a, COCTaBJICHHUE TE€HEAJIOTHYECKOTO

JpeBa. Y JieTedl ¢ THOWHO-JECTPYKTUBHBIMU 3200-

JIEBAaHUSIMHU B 00513aTEIILHOM TOPSKE JTOJHDKHA OBITh

o0cienoBaHa UMMYHHAs CUCTEMa JJIsi CBOEBPEMEH-

HOTO HATpaBJICHUS HA KOHCYJBTALMIO K Bpady-UM-

MyHoOJOry. PaHHSS nWarHOCTHKAa WMMYyHOIC(H-

IUTHBIX COCTOSHHI 00ECIeUnBACT IMOJHOIICHHYIO

TEpaIuio, CHUKAET PUCK Pa3BUTHUS TAKEIBIX HE00-

paTUMBIX H3MEHEHUH B TKaHSIX U OpraHax.

[Toctymuna: 01.04.2026;
peuensupoBana: 15.04.2026; npunsita: 17.04.2026.
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