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XpoHuyeekoe MopasxkeHue NETKUX Y pedéHka
¢ MePBUYHBIM UMM YHOARDULIUTOM -
arammaro0ynuxemuer ¢ rumep-Iqi 1 euH 1poMoN
anepea-larno

C.3. UpinneHkosa, M.H. Apues, H.H. Po3uHosa, H0.J1. MuzepHuukun

OrY «MHUW neguatpum v petckoit xupyprumn» MuHsapascoupassutus Poccuu
125412, r. MockBa, yn. Tangomckas, 4. 2
NHcTutyT ummyHonorun ®MBA Munsgpascoupa3sutus Poccum
115478, r. MockBa, Kawupckoe w., a. 24, kopn. 2

BpoHxonéroyHas naTonorna HepeaKo AOMUHUPYET B KINHUYECKON KapTUHE UMMYHOLE(DULMUTHBIX COCTOAHMIA. [TopaxeHns NErkunx
npu UMMyHOAE(MULNTHBIX COCTOAHMAX HecneunduyHbl. B cTaTbe onuceiBaeTca cayyail XpoHyeckoro 3aboneBaHus NErkux y pebéHka

C NepPBUYHBIM UMMYHOZEPULMTOM U CHAPOMOM Inepca-faHno.

KnioueBble cnoBa: arammarnobynuHemus c runep-IgM, nepBuyHblil UMMyHOAEedULUT, NOpaxeHue NErKUX, cuHapom Inepca-LaHnno,

Cnyyai u3 npaKkTUKM

THOV 13 TIPUYUH (POPMUPOBAHUA PELIVIUBU-

PYIOIIUX M XPOHUYECKMX 3a00/IEBaHMIT OPOH-

XOETOYHON CUCTEMBI ABIAETCA TIEPBUIHAA
VMMYHHAsA HETOCTATOYHOCTB, TI0J] KOTOPOJ TTOIPA3y-
MEBAIOT TEHETUUECKY IETEPMUHUPOBAHHEIN AeerT T
u B-cuctem uMMyHUTETA [4], IPU KOTOPOM TAIMEHTHI
HE CIIOCOOHBI K JOCTATOYHOMY TTPOTEKTUBHOMY MMMYH-
HOMY OTBETY, YTO BEAET K IMOBBIIIIEHHOI BOCITPUMMYN-
BOCTU K MH(peRIAM. COITACHO TAHHBIM K/IVHUKY TTY/Thb-
moHonoruy MHUU nieguaTpuyt U IeTCROM XUPYPIUY,
0K0/M0 1 % TAIMEeHTOB ¢ XPOHMYECKOW OPOHXOMEroY-
HOTI TIATO/IOTYEN UMEIOT MIEPBUUHYIO MMMYHOMTOTUYEC-
KYIO HEIOCTATOYHOCTD [2].

Kauundeckme BApUAHTHI UMMYHOIE(DUITUTHBIX CO-
CTOSHUI 3aBUCAT OT YPOBHA TIOBPESKIEHNA B TIOC/IEIO-
BATE/THHOCTY TETM MMMYHOTEHESa; OT 3TOTO 3aBUCAT U
0CODEHHOCTH TIOPASKEHMA OPOHXOMETOYHON CUCTEMBI:
II/IA UMMYHOIE(MDUITUTA TYMOPATBHOTO TUIIA Haubo/ee
XapaKTEPHO THOMHOE BOCIIA/IEHNE, /IS K/IETOYHOTO — BA-
JIOTERYIITUI UHTEPCTUIIMAIBHBIN TIPOIIECC C MCXOOM B
ubpos, mia nederToB GaronTosa — JeCTPyKTUBHAS
maTonorus n€rkux [1, 9]. Bosbyanrenamu BocmaieHUA
TP UMMYHOZE(DUITUTAX TYMOPATHEHOTO TUTA AB/IAIOTCA
BBICOKOTIATOTE€HHAA CTA(BUIO-, CTPENTO- U MTHEBMOKOK-
KoBas Gropa, TeMOMDUIBHAS TIA/I0YKA, B PAE CTYUIAER —
MTHEBMOIUCTHL. [Ipy T-KI€TOYHOM JePUITUTE YACTO OT-
MEUaI0TCA BUPYCHBIE MH(DEKIMY, TPUOKOBBIE 3a60/I€Ba-
HISI, BRIIOYAA ACTIEPTU/IIES U KAHAMIO3, TTHEBMOITUCT-
Has nadexrima [6, 7).

BpOHXO/METOUHbBIE U3MEHEHWS TIPU UMMYHOIEDUITNT-
HBIX COCTOSHUAX OOBIYHO HAYMHAIOTCS PAHO U UMEIOT
HETIPEPBIBHO PeIMAnMBUpYIoIee Tedenme. [Tpu aTom pe-
CIIMPATOPHBIE 3a00/ICBAHMS, KAK TIPABU/IO, SB/ISAIOTCS
TIEPBBIMU TIPOSBACHUAMY UMMYHOTOTUYECKON HE0-
craTouHocTn [8].

BpoHX0/1EroYvHAs TTATO/IOTUA HEPEIKO TOMUHUPYET B
KAMHUYECKOT KAPTUHE UMMYHOICHOUITUTHBIX COCTOS-
HUM, HO, KaK TIPABU/IO, HE SABISAETCS COUHCTBEHHO: ¥
TaKUX OO/NBHBIX C OOMBIINM IIOCTOSHCTBOM Ha0O/MI0Ia-
FOTCS THOWHBIE OTUTDI, CUHYCUTHI, BOCIIA/TUTE/THHBIE 3a-
00/IeBaHMS KO>KU, CAM3UCTHIX 000/I0YEK; 3a00/IeBAHIC
MO>KET OCIOSKHUTHCS OCTEOMUETUTOM; HEPEIKO TTOpa-
skaetcs JKKT, xapakTepHO 0TCTaBaHMEe B GU3UIECCKOM
pasBuTUM U AUCTpOodudecKme Hapynenns [11].

TMopaskeHus AETKUX TPU UMMYHOIEMUIUTHBIX CO-
CTOSHUAX HecTelmuaHbl. VIUTIOCTpAIMe MOKET C/Iy-
SKUTH CACAYIONINT KAUHUIECKUI TPUMED.

IMammenTka K., 15 eT, moctymnumia Ha 06C/IeIOBaHME
B oTAencHne myabMoHonoru MHWUW nienuatpum u get-
CKOVI XUPYPIHUU C 3Ka100aMU Ha TIOCTOSHHBIN BIASKHBIA
Kallle/ib, OMBIIIKY TPy (PUSUIECKO HATPY3KE U 347I0-
SKEHHOCTH HOCA C THOMHO-CIU3UCTBIM OTAE/ISI€MBIM.

W3 amamHe3a M3BECTHO, YTO PeOEHOK — U3 CEMBI C
OTATOIIEHHBIM AaHAMHE30M: Y MaTepU U JeJia II0 MaTe-
PUMHCKOV TMHUY — YaCThle PUHOCUHYCUTEI, OTUTEI CO
CHUSKEHUEM CIyXa, OPOHXUTHI U THEBMOHMMN. JJeBOUKA
OT BTOPOV OEPEMEHHOCTH (TTepBast — MeIadOoPT), TIEPBBIX
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CPOYHBIX (PUBMOTOTMYECKIX POIOB ¢ Macco Teaa 3360 T
u IIMHON 53 ¢M, omeHKoi 1o Anrap 9/10 6anios.

C parHero Bo3pacTa y peOEHKA OTMEYATNCh SBICHUS
puHUTa; B 3 Mec ObI/Ia TOCTIUTAMM3UPOBAHA C TUATHO-
30M «OCTPBIVI 3HTEPOKOINUT, IIPABOCTOPOHHNI THOVMHBIN
OTUT, TUIIOXPOMHAas aHeMusi». C 4 Mec — TOBTOPHBIE
cpenmHMe OTUTHI, GOMMUKYAAPHAS AHTUHA, B TTIOC/ICAYIO-
meM — KpyIaoroanvHbie exxeMmecsudasie OP3, gacTole
60/ B SKUBOTE, PEIUAVBUPYIOIINUI ByTbBUT. C TIEPBO-
r'0 rofia >KM3HU B OOIUX aHAMN3aX KPOBU OTMEYANTOCH
noctossHHOe yBeanueHre CO3, mpu3HAKY TUIIOXPOM-
HOV aHeMuu. B Bo3pacTe 4 /€T rocnuTanu3upoBaHa
IMATHO30M «KpanuBHMIIA, OTEK KBMHKe»; B ITOC/IENYIO-
II[EM YaCTO PEIMANBUPOBA/IA TEPIIEC-BUPYCHAS MH(DEK-
st Habmomamach y racTpO3HTEPO/IOra TI0 TIOBOZY XPO-
HUYECKOTo racTponyonerurta, I 9Pb; y nepmartomora —
TI0 TIOBOAY PELMANBUPYIOIIEN IMOAEPMIN, aHTY/IAPHO-
ro cToMaTuTAa. B mIepBon fekane SKM3HM B KAVMHINYUECKON
KapTUHE TIPe00/IaTaIu CUMITTOMBI TIOPASKEHMST BEPXHIX
IBIXaTe/IBHBIX ITyTEN: YacThble OTUTHI, PUHOCUHYCUTDI;
B 9 /IeT OIepupoOBaHa 10 TOBOAY HATHOCHWSI KIUCTBHI IO b-
S3BIYTHOV CAIOHHO SKE/IC3bI.

B mocienHMe nBa roma Ha TIePBbIV I/IaH BRI/ sIB/IE-
HIS PENMIUBUPYIOIIETO OPOHXUTA C YACTBIMU 000CTpE-
HysAMuL. B 13 s1eT rocnmTammanpoBata o MeCTY SKUTE/Tb-
CTBa C IMATHO30M «IBYCTOPOHHSIS IIOMCETMEHTApHAS
ITHEBMOHUST», TIPY KOMITBIOTEPHOI TOMOTpadbum Tpy-
HOV K/ICTKY BbIAB/IEHBI IIPUSHAKY XPOHUHIECKOTO Hedop-
MUPYIOIEro OpouxuTa. JIIMTe/HO OTMEYATACE TIO/I-
muMdO0aIeHOIATHS, CIIIEHOMET s, 6€CCUMIITOMHAS
TPOMOOIIUTOIIEHS, B TEUCHUE TPEX TOCTETHUX €T —
3HAUUTE/MbHAS IOTEPS Macchl Tena. B 14 neT Haxommaach
B CTAIIMOHADE C TIOA03peHMeEM Ha mumborpormdepaTus-
HOe 3a00/1eBaHIE, TIPOBOAM/IACH OMOIICHS IIIEHHOTO VM-
boysna cieBa, maHHBIX 32 CHIETUMUIECKAUI TTPOIIECC HE
BBIAB/ICHO. B moc/ieAyrotieM 0TMeYamnch 9acThie 060CT-
PEHMS XPOHUYECKOTO OPOHXUTA, XPOHUIECKOTO CUHY-
CUTA, PEAKTUBHBIC APTPUTHI KPYITHBIX CYCTABOB.

Ipu nocTynieEnn B K/IMHUKY COCTOSHIE PACIIEHEHO
Kak TspKénoe. JJeBoUKa aCTEHUMYIHOI'O TE/TO0CTIOSKEHNS,
TTOHM>KEHHOTO IUTAHWS: TIpU pocTe 168 cMm (75 meprieH-
TU/Ib) Macca cocTas/isana 45 Kr (3 meprienTian). Obparia-
/1a Ha ceOs1 BHUMAHME BhIPASKEHHAS O/IETHOCTh KOSKHBIX
TOKPOBOB, TTO/M/TMM(bOAAEHOTIATHS, eOPMAITUS HOT-
TE 10 TUITY «YACOBBIX CTEKO/M». OTMeUanmch Ipu3Ha-
KU COEOVHUTEILHO-TKAHHON NUCI/IA3UM B BULIE TUIIED-
MOOM/TBHOCTY CYCTABOB, TTOBBIIIIEHHON 3/TACTUIHOCTH KO-
3K, CKOMMOTUIECKO OCAHKY. OBIIIKY B TIOKOE HE ObI-
n0. Karres — rpy0Obif, Bras>kHbIN. [Ipu mepryccunm —
KOPOOOYHBIN OTTEHOK 3BYKA C MPUTYI/ICHUEM B HIK-
HUX OTHEeAaX AETKUX. AYCKYIBTATUBHO — BBIpa>KeHHOE
oc/mab/IeHme TbIXaHVsI, HEMHOTOYMC/ICHHBIE CYXUE Y MHO-
>KECTBEHHBIC B/IASKHBIE PA3HOKAMMOCPHBIE XPUITHI C 00€-
MX CTOPOH. ITeueHb — y Kpas pEOEpHOI AyIu, cene3EéHKa
BBICTYIIA/IA U3-TIOZ PEOEPHO AyTu Ha 4,5 CM, TITIOTHAA.

Pentrenomornyecku Ha (hOHE YMEPEHHO BHIPASKECHHO-
r0 0OCTPYKTUBHOTO CMHIPOMA TIPEUMYIIIECTBCHHO B HIK-

HUX OTZE/NaX METKUX OTMEYa/TNCh CTOMKIE M3MEHEHSA
CO CTOPOHBI JIETOYHOTO PUCYHKA B BUE Aedopmarvm un
CTYIIEHNS, 4 TAKKE TPYOO0It TsKUCTOCTH. [Tpy KOMITHIO-
TepHOM ToMoTrpadum MErKMUX HA AKCUATBHBIX CPE3ax B
TPOEKIINI CPEIHEN IO/ U S3BIUKOBBIX CETMEHTOB BBLIB-
JICHBI IPM3HAKY ITHEBMOCK/IEPO3a; IIPU PEKOHCTPYKIIUNI
1300pasKEHNS — B CPEIOCTEHUY BBIAB/ICHBI YIUIOTHEHHBIC
u pacimpentbie mmdoysant. Tpu nccaenosauum OBJT
BBLAB/ICHBI 3HAYMTE/IGHBIE CMEIITaHHbIE HAPYIIICHN C TIpe-
o0/mamanmreM peCTPUKTUBHOTO KOMITOHEHTA; TI0 TAHHBIM
OomureTr3Morpadun JOCTOBEPHBIX MIPU3HAKOB PECT-
PUKITUY HE BBIAB/ICHO. [Tpr TOBTOPHBIX 00C/IEJOBAHMSIX
B OOIIIMX aHA/MM3aX KPOBU OTMEYA/TUCH TIPU3HAKY THUTIO-
XPOMHOJ aHeMUM | CTemeHy; IIpM OIEHKE T'a30BOTO CO-
CTaBa KPOBU — YMEPEHHASA TUTIOKCEMMS, B OMOXUMIMYE-
CKOM aHa/M3e KPOBU — IIPMU3HAKY OUCTIPOTEMHEMNN 32
CYET 3HAYUTE/THHOTO CHUSKEHISI YPOBHS T'aMMA-T/I00 /-
HOB ¥ YMEPEHHOTO YBE/IMYEHUS YPOBHEN anbda-T100y-
JIMHOB; a TAK>KE CHYDKEHME YPOBHEN CBIBOPOTOYHOIO SKe-
nie3a U (peppUTUHA HAPSY C YBE/TMYCHMEM YPOBHS TPAHC-
dbeppuna. B mMMyHOrpaMMe 0TMEUAIOCH CIEIOBOE KO-
JIMYECTBO UMMYHOTTOOYIMHOB KiaccoB G u A mpu
COXPAHHOM YPOBHE MMMYHOT/IOOy/MHA M. BhIsaB/IeHO 3Ha-
YUTETBHOE CHUSKECHME (DATONUTAPHON AKTUBHOCTY HEM-
Tpodumos. CyOmOmy/IAIMOHHBIA aHAIU3 IUMQOIMTOB
0OHAPY>KU/I PE3KOE CHUSKCHME YPOBHSA B-K/IETOK U
NK-xeTok. ITpu MOpdOIOrmiecKoM 1CCIeTOBAHNIA MOK-
POTHI TIPe0OIAIA/N IEAKOIATDI, B TIOCEBE MOKPOTHI BhI-
MIe/IEHBI B BBICOKUX ™UTpax Haemophilus influensae n
Candida albicans. MapKEphI IEPCUCTUPYIOINX MH(DEK-
1wt (xmamuaun, Mmukoriasmel, [LIMB, DBB, BIIT I-11, re-
matuThli, BUY-uHdeKMsa) HE BBISABICHBL. YPOBEHD X/T0-
PMIOB IOTA — B IpeIe/IaX HOPMBI, ITO TIO3BO/I/IO MCK/IIO-
YUTh MYKOBUCIIMI03. Peakiyst MaHTy — OTpUIIaTeIbHAS.
YunThIBas TOTATBHOCTD IIOPasKEHNUS PECIIMPATOPHOTO
TpaKTa B LE/IIX MCK/TIOYUEHVS TIEPBUTHON IM/IMAPHO IVC-
KUHE3UU ObIIO TIPOBEIECHO MCC/IEI0BAHME OMoITTaTa Mep-
[IATE/TBHOTO SMUTE/NS HOCA, TIPY KOTOPOM OOHAPY>KEHO
JIVITITH HE3HAYNUTE/TPHOE CHYSKEHUE TIV/TMAPHON (QYHKITUN
MEPIIATE/THHOTO SMMUTEMNS. YIBTPa3BYKOBOE 00CIe0Ba-
HME BBISBU/IO CIVIEHOMETA/IO U A dysHbIC U3MEHE-
HIUA Ce/Me3EHKY, pACIIMPEHUE Ce/Me3EHOYHOM BEHBI, YBe-
JIMYEHHBIE MMMOY3/IbI B BOPOTAX TIEUEHU U CCIC3EHKY;
yBeaudeHMUE U Y3-U3MEHEHUS MIETHBIX TUMMOY3/I0B.
JIOP-Bpavom ObUT AMATHOCTUPOBAH XPOHUUECKUI PUHO-
CUHYCUT, UTO IIOATBEP>KIa/I0Ch Pe3y/IbTATAMM PEHTI€HO-
JIOTMYECKOTO 00C/IEOBAHIS; AyIMOMETPS BHIBIU/IA KOH-
IYKTUBHYIO TyroyxocTs Il crenern. C yuérom heHOTH-
MMYECKUX 0COOCHHOCTEN JICBOYKA ObI/Ia TIPOKOHCY/THTH-
pOBaHa TeHETMKOM, YCTAHOB/ICH AMATHO3 «CUHAPOM
Snepca-anmno».

s uckmouerns mumbornpombepaTuBHOTO 3a00-
JIEBaHMS TUCTOMOTMHYECKYE TIPETIAPAThI YIa/IEHHOTO /M-
boysma OB TPOKOHCYIBTUPOBAHBI B TATOMOPdO/I0-
riveckoM otaenermyt JITKB Ne 1 (mpod. Tamanaes A.T.):
JTAHHBIX 34 criermduaeckuii mmmporponndepaTUBHbI
TIpoIiecc He MOTYUEHO.
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VUuThIBAA JAHHBIE aHAMHE3A (paHHMI Ke00T 3a007Te-
BaHVIS, PEIVIUBUPYIOIIIVIE THOMHO-BOCTIA/TUTETHHBIE TTPO-
II€CCHI, TIOTMOPTAHHOCTD TOPASKEHMs, MMM(OaIeHOTA-
TUIO B COYETAHUI CO CIVIEHOMETA/TMEN), 4 TAKSKE PE3Y/Th-
TaThI TIPOBEAEHHOTO 00C/IEIOBAHNS (BBIABICHIE PE3KO-
TO CHVDKEHMS YPOBHSA B-K/IETOK B COYETAHUM CO C/ICIOBBIM
KOTMYECTBOM UMMYHOT/IOOYTMHOB K1accoB G u A mipu
COXPAHHOM YPOBHE MMMYHOTTOOy/IMHA M), ObLTO TIpe-
TTO/TO>KEHO HA/MNYME TIEPBUYHOTO UMMYHOAEDUIINTA, B
CBA3M € YeM peOEHOK OBII IPOKOHCY/IBTUPOBAH B VTHCTH-
TyTe uMmmyHonoruu ®MBA Poccun. B pesynbrate 6611
YCTAHOB/IEH JIUATHO3 «IIEPBUYHOE MMMYHOIC(MOUIIMTHOE
COCTOSHME (araMmMarIo0ymaeMns ¢ rumep-IgM)».

Takum 00pa3oM, KIMHUIECKUI AUATHO3 Y OOMTBHOT
ObI/1 c(hOPMYIMPOBAH CIEAYIOMIMM 00Pa30M: IIEPBUY-
HOE UMMYHOIE(MUITUTHOE COCTOSHUE: ATAMMATTIO0Y/IN-
Hemus ¢ rurep-IgM (1T 80.5). Xpoundecknuit OpOHXMAT,
XpoHygeckmii puHOCHMHYCUT. KOHIyKTUBHASA TYTOyXOCTh
II ct. Cunapom Saepca-Hanno. XKenesomedummraas
aneMu I cT.YunThiBass HEOOXOAMMOCTD IIPOBEIEHA TIO-
SKUSHEHHOM 3aMECTUTE/NLHO TEPATIUN IPEmapaTaMu
MMMYHOTTIOOYIVHOB, PeOEHKY ObITa pEKOMEHIOBAHA
TOCTIUTAMU3AIINS B IPOMUIBHOE OTIC/TECHME U COOTBET-
CTBYIOIIICE Ta/TbHENIIEE eUCHIE.

ArammarmobymnaeMns ¢ rumep-IgM Mo>KeT Hac/Ieno-
BaThCA Kak X-crerienHas gpopma (Xq 26,27 (CD40L -
TNFSF5), ayTOCOMHO-PEIIECCUBHBIC BAPUAHTHI CBA3AHBI
¢ myTatmsamiu B rerax (AID, CD40, UNG u Ikkgamma).
TTpu 3TOM 3a00/IEBAHUM UMEETCS CTOMKOE CHUSKEHUE ChI-
BOpOTOUHOV KoHIeHTparmm IgG (Hmske 200 mr/mr) u IgA
(HV>KRE 5 MI/11/1) TIPY HOPMA/THHBIX VT TIOBBIITIEHHBIX KOH-
neHTpanysax IgM; HOpMa/TbHBIN YPOBEHD B-mmmbormTo
B tmpry/saimu (CD 19-22, 72 > 5 %); myist gacTvt OOMBHBIX
XapaKTEepPHO MpOTpeccupyroIee naaeHme T-KRIeToUHOTO
MMMyHUTETA (X-CIeT/IEHHAS KOMOVHMPOBAHHAS UMMYH-
HAas HEIOCTATOYHOCTH ¢ Turep-IgM — anomamms CD40L).

ManundecTarms arammarmoOyimaeMnn ¢ rurep-IgM
BO3MO>KHA B TFOOOM BO3PACTE Y JIAIL TFOOOTO TT0/T4; XapaK-
TePHBI HOBTOPHBIE OpoHx0MErouHbIe MHMpeRIm (100 %),
JIOP-undexrumm (95 %), TacTpO3HTEPOROAUTEI (42 %),
THOVHBIE MH(PERIMM MATKUX TKAHEN (63 %), KOHBIOHK-
TUBUTEI (25 %), apTPUTHL, B TOM dmic/ie peakTuBHbIE (21 %),
MHO>KECTBEHHBII Kapyiec (68 %), adTO3HO-A3BEHHBI CTO-
matut (47 %); ayTOMMMYHHBIE (TORKCUYECKUE]) IIUTOTIC-
" (37 %), ayTOMMMYHHASI TEMOTUTUYICCKAS AHEMUS
(16 %), mumdoaneromnatus (47 %), rematocrieHOMeTa-
must (67 %); orcraBanme B pusmyaeckom passutun (42 % ).

Takum 00pasoMm, I/is TOTATBHOM HEAOCTATOYHOCTHU
AHTUTE/ CBOVICTBEHHBI MHO>KECTBEHHBIC (TTO/IUTOITHBIC)
TIPOSIBIEHNS YACTHIX 3ATSSKHBIX OAKTEPUATHHBIX MH(EK-
U ¥ OT/IMYHBIN PE3YABTAT IMTOCTOSHHON CBOEBPEMEH-
HO HAYATOV MO>KU3HEHHO 3aMECTUTE/NILHON TePATIUY
BHYTPUBEHHLIMU UMMYHOTTOOyIMHaMY [10-12].

JledeHne BOCIIA/IUTE/MBHBIX 3a00/ICBAHMIT IETKUX, PA3-
BUBITIUXCA Ha (POHE TIEPBUUHON MMMYHHOI HEOCTATOY-
HOCTH, TIPEMICTAB/IAET COOOI CIOSKHYIO 3a7a9y B CBA3U

C PACIIPOCTPAHEHHOCTHIO, TAKECTHIO MOP(OTOTMYECKIX
M3MEHEHUI B IEMKUX 1 OOIBIIION YACTOTON PELVIVBOB.
IIpesrme Bcero, OHO HATIPAB/ICHO HA TTOAAB/ICHUE MUKPO-
¢710pBbI, BBI3BIBAIOIIEN 000CTPEHMSA BOCIIAMIATEILHOIO
MPOIIECCA, 4 TAKIKE Ha 0OecIieueHne MMMYHHOM 3aIy-
ThI 60/TBHOTO. XUPYPIUUECKOE €UEHME XPOHNUECKIX
OPOHXOErOYHBIX IIPOLIECCOB Y TAKMX OOMBHBIX, KaK IIpa-
BI/IO, HE TIOKA3aHO, TaK KaK MOPasKeHMUE TETKUX HOCUT
O0OBIYHO PACIIPOCTPAHEHHBIN ABYCTOPOHHMIT XapaKTep.
TTporHos 3a60/1€BAHNA 3aBUCAT OT CBOEBPEMEHHOI /Ma-
THOCTUKU ¥ ROMII/IEKCHOM TE€PAIINN.
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Chronic lung disease in child with primary immunodeficiency
(agammaglobulinemia with hyper-IgM syndrome) and Ehlers-
Danlos syndrome

S.E. Tsyplenkova, M.N. Yartsev, N.N. Rozinova, Yu.L. Mizernitsky

Moscow SRI for Pediatrics and Pediatric Surgery
Taldomskaya st. 2, Moscow, 125412

FMBA Immunology Institute

Kashirskoe road 24/2, Moscow, 115478

Bronchopulmonary pathology often dominates in patients with
immunodeficiency states. Lung diseases in immunodeficient states
are usually nonspecific. The article describes a case of chronic lung
disease in child with primary immunodeficiency syndrome and
Ehlers-Danlos syndrome.

Keywords: agammaglobulinemia with hyper-IgM syndrome, case
report, Ehlers-Danlos syndrome, lung disease, primary immunode-
ficiency syndrome
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