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Peztome. B cmamve npedcmasnensvt 0anHble 0 NEPEUUHBIX UMMYHOOeduyumax y demetl ¢ yKaza-
HUeM dacmomasl ecnipevaemocniu ¢0pﬂ/t u Haubonee 4acmuix OCHOIHCHEHUAX, anGOO}ZLL;MX K cmepmu.

Kniouesnie cnosa: nepsuunviii uMmynoOe@uym, 0emu, 0Cl10HCHEeHUsL.

Resume. The article presents data on primary immunodeficiency in children indicating the fre-
quency of occurrence of forms and most frequent complications that lead to death.

Key words: primary immunodeficiency, children, complications.

AKTyaJbHOCTB. [lepBUuHbIE MMMYHOIE(PUIIUTHBIE COCTOSTHUS — 3TO 3a00JI€BaHUS
MMMYHHOM CHCTEMBI, BbI3BaHHbIE OTCYTCTBUEM WJIM Je(EeKTaMu B F€HaX, yYaCTBYIOIIUX B
pEryisiuuy U KOOPJAWHALMK AEATEIbHOCTH UMMYHHOW CHCTEMbI opranusma. lIpusHaku n
CUMITOMBI IEPBUYHOTO MMMYHOJE(PUIIUTA BKIIOYAIOT B CE€0S TSXKENbIE UM PELIUIUBUPY-
foue nHpekuuu. B Hacrosuiee BpeMst cpeiu mpodsieM COBPEMEHHON UMMYHOJIOTHH Tep-
BUYHBIE UMMYHOJI@MUIIATHI 3aHUMAIOT OJIHO U3 Benymux mect. [lo manasim BO3 B 80%
Clly4aeB MepBUYHBIE UMMYHOJE(MULIUTH AUATHOCTUPYIOTCS y JKLl B Bo3pacTe a0 20 Jer.
Takke X OTHOCHT K peIKUM OOJIE3HSIM, IO3TOMY OCBEJOMIICHHOCTb O IaHHOM MAaTOJIOTHH,
KaK B MEAUIIMHCKOM COOOIIECTBE, TaK U Cpeln OOJIbHBIX KpailHe HU3Kas. DTO MPUBOJIMT K
HECBOEBPEMEHHOM JMArHOCTUKE M HEAJAEKBATHOMY JIEYEHHUIO MAlMEHTOB, CTPAJaroIIUX
HepBUYHBIMI UMMYyHOAepuIMTaMu. CBOEBpEMEHHAs U aJIeKBaTHAsl Teparusi B HACTOSIIEE
BpPEMS MO3BOJISIET HE TOJIBKO JOCTUTATh B3POCIIOro Bo3pacTta 0e3 MPU3HAKOB MHBAIUIU3A-
LIMW, BECTU aKTUBHBIA 00pa3 KU3HU, HO U UMETH 3I0pPOBOE MTOTOMCTBO.

Heab: oneHuTsh pasHooOpa3ue MEPBUYHBIX UMMYHOJAE(MUIUTHBIX COCTOSIHUM Yy Jie-

TEW.

3agaun:

1. IlpoBecTn aHaiaM3 MPOTOKOJIOB BCKPBITUS MAIIMEHTOB, YMEPUIMX OT MEPBUYHBIX
UMMYHOE(PHUIUTOB.

2. YCTaHOBUTH BOSp&CTHOﬁ AUaIrra3oH IManucHTOB U X II0JIOBOC COOTHOIICHUC.
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3. BoisiBuTh Hanbosee 4acTo JUarHoCcTUpyembie (OPMbI IEPBUUYHBIX UMMYHOAEC(PH-
[IUTOB ¥ IPUYMHBI CMEPTH.

Marepuasibl u MeToabl. CTaTUCTUYECKHUI aHATIU3 MPOTOKOJIOB BCKPBITUSI YMEPILIUX
MalMEHTOB ¢ JuarHo3oM «llepBuunblit UMMYHOEDUIIUT» U3 0a3bl TAHHBIX OT/ACIICHUS ACT-
ckoii matosnoruu Y3 «I'opocKoe KIMHUYECKOE MaTOJI0r0aHaTOMUYECKOe OI0pO» 3a MEepUo/]
c staBaps 2009 o nekadbpp 2016 roga. OueHUBAIMCH CIEAYIONIME TTOKA3aTeNu: MO, BO3-
pact, hopMa NEPBUYHOTO UMMYHOJIeUIINTA, BUABl CMEPTEIbHBIX OCJIOKHEHUM, YacTOTa
COYETaHMSI C APYTUMHU MATOJIOTUSMHU.

Pe3yabTarhl 1 ux o0cy:xnenue. [ pynny nccnenoBanus cocraBuin 12 gereit, cpeau
KOTOpbIX MaapurkoB 0610 10 (83,3%), neBouek — 2 (16,6%). Bo3pacT maimeHTOB BapbH-
poBai ot 5 guel 10 9 net. CpemHuii Bo3pact coctaBmi 4,12 roga. 13 Bcex hopM IepBUTHBIX
UMMYHOAC(PHUITUTOB MTpeobIagaii IEPBUIHBIC MMMYHOISHUITUTH HEYTOYHCHHOW ATHOJIO-
ruu (5/42%), nanee cuaapom Jlu JI>KOpKd 1 KOMOMHUPOBAHHBIE AIMMYHOAS(HUITUTHI (TI0
3/25%) u X-cueruiennsiit aumbonpoaudepaTuBHbli curapom 1 runa (1/8%):

Mopdonoruuecku, NEPBUYHBIE UMMYHOJE(HUIIUTHI XapaAKTEPU3OBAIUCH U3MEHEHU-
SMH B OpraHax UMMYyHOTeHe3a (puc. 1, puc. 2).

i
Pucynox 1= CY6TOTaJ'IBHaH ,[[eJ'II/IM(l)OTI/ISaHI/IH JOJICK, ACJICHUEC Ha CJIOU OTCYTCTBYIOT, pacCIIipo-
CTpaHéHHBII;'I JIMTIOMATO3 JOJICK U Me)I(JIOHBKOBOﬁ CTPOMBI, TUMHUYCCKUC TCJIbIAa HC OMPCACIIAIOTCA,
CTpOMa JOJICK OpTaHU30BaHa B AllMHAPHBIC CTPYKTYPhI
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Pucynok 2 — I'ucroctpyktypa numdoysiia HapyieHa, KJIeTOUHOCTh CHIKEHA, (OJUTUKYIIBI HE
nuddepeHIUpyOTCs, cpein JIMM(POLNUTOB MHOKECTBEHHbIE IPEAILIECTBEHHUKH I'eMOI1033a

VY GosbIIMHCTBA MAMEHTOB HAOIIOAIOCh COUETAHUE C IPYTUMHU MATOJOTUSMHU: CUH-
JIpoMalibHasl JUapest/TpUuxorenarodHTepudeckuii cuuapom (3/25%), BpokI€HHbIE TTOPOKU
paszButus (6/50%), ayroummyHHas suTeponatus (3/25%). OciioxHeHus yale HOCHUIU UH-
dbexuuonnbit xapakrep (9/75%), pexe HemHpekuumoHHb (3/25%). N3 mHOEKIIMOHHBIX
HanOoJiee YacTO TUArHOCTHPOBAIHCH: cemncuc (56%), muromeraaoBupycHas WHQEKITHSI
(33%) u maeBmonus (11%). [l uTomeranoBupycHoOM HHGEKITNN XapakTepHa TpaHchop-
MaIs SApa Mo THITY «COBUHOTO TI1a3ay. M MOpakeHNEe HOCUJIO TeHEePaTN30BaHHBIN XapaKTep

(puc. 3).
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Pucynok 3 — TlopaxxeHue cep/iiia mpu reHepaTn30BaHHON ITUTOMETAIOBUPYCHOM HH(EKITHHI
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1. B ctpykType 3a00eBaeMoOCTH Ipe00I1aiaiy NepBUYHbIE HMMYHOACHUIIMTHBIEC CO-
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Y. A. Golubchik, D. A. Azarenkova
PRIMARY IMMUNODEFICIENCY IN CHILDREN: THE FORM AND
CAUSES OF DEATH
Tutors: assistant S. N. Rjabceva,
I. V. Saharov
Department of Pathology,
Belarusian State Medical University, Minsk

Jlureparypa

1. JIanukos, C.A. H.M. Knuanueckas ummyHomnorus u amueproaorus. / C.A. Jlsnukos, HM. Tu-
XOH. — MuHck: Breimsiimiag mkosna, 2016.

2. Kongparenko, W.B. [lepsuunsie ummynoaedumutsl. / 1.B. Konaparenko, A.A. bonoros— M.:
Mennpakrtuka-M, 2005.

3. Crpykos, A. U. [laTonornyeckas anHaroMus : yueO: 1JIs CTyAeHTOB Mell. By30B. / AWM. Ctpykos,
B.B. Cepos. - M.: Menununa, 1995. - 688 c: uin.

4. HenzeBens, M. K. IlaTonoruueckas anaromus : [yue6. mocoOue AJig CTYACHTOB BBICII. yueo.
3aBeneHui o mea. criermanbHocTAM | / M. K. HemsbBens, E. JI. UepcTseiii. - MuHCK: Boimiinias mkoiia,
2011. - 640 c.: uB.um.



