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KJINHUYECKHUM CIYUAL CHHAPOMA I KOBA

I'V « PHIIL] paouayuonnoti meouyuHsl u sxkono2uu yenogekay, e. I omens, benapyco

Cungpom runepumMmyHornoOyauHemun E sBiseTcs kpailiHE pelKMM MHOTOCHCTEMHBIM
MEPBUYHBIM UMMYHO/IE(UIIUTOM, JUATHOCTHKA KOTOPOTO 3a4acTyro 3arpyaHeHa. K ocHoBHO-
My TMPOSIBICHUIO JIAHHOTO 3a00JIeBaHMsSI OTHOCUTCS HE MEHEE YeM JIECATUKPATHOE MpEBbIIIe-
HUE BO3PAaCTHOM HOpMBI ypoBHs o61iero IgE B ma3Me nmanuenTa B COYEeTaHUU C TTOBBIILIEHHON
YyBCTBUTEIHHOCTHIO K MH(EKIIMOHHBIM 3a00JIeBaHUAM U OTCYTCTBHEM T- m B-kieTtounoro
nepunuTa Mpu UMMYHOJIOTHYECKOM HccieoBaHuu. CI0KHOCTh JAUArHOCTHKH ATOTO MMMY-
HoZepHUIMUTA CBA3aHA C MHOTOOOpasreM KIMHUYECKHX MposBieHuil. Tak runep-IgE-cunapom
MOXKET IIPOTEKATh IO MACKOM TSKEJIOr0 aTOIMUYECKOro JAEPMaTUTa, MIaTOJIOTUH CKEJeTa U CO-
eIMHUTEIBHON TKaHHU, 3JI0KAaY€CTBEHHBIX HOBOOOPA30BaHMIA, COCYAMCTON maronoruu. B kade-
CTBE IpUMeEpa MPUBOAUM Hallle HaOIONEeHUE, JEMOHCTPUPYIOIIEe KIMHUYECKHNA CITydal ayTo-
COMHO-JOMHMHAHTHOrO runep-IgE-cunnpoma.

Knroueevie cnosa: nepsuunwiii ummyHooeguyum, cunopom [oxcoda, KIuHUYeCKuil crydatl

Cunapom runepuMMmyHoro0ymuHuMun E
(runiep-1gE-cunapom, Hyperimmunoglobulin
E Syndrome (HIES)) siBnsercst penkum mep-
BUYHBIM UMMYHOIE(UITUTOM, BCTPEUYAIOIIHM-
csl y nui 000MX IMOJIOB BHE 3aBHCHUMOCTH OT
pacoBoil mpuHaanexHocTtd. Yactora BeTpe-
4aeMOCTH JIJaHHOW MAaTOJOTHH COCTaBiseT |
nanueHT Ha 1000000 xurteneit [1].

CornacHo (¢enotunuyeckon kiaccupu-
Kallid MEXIYHApOJAHOTO CO3a MMMYHOIIO-
rudeckux coodmectB oT 2017 1. paznuuaror
3 tuna HIES: ayTocoMHO-I1OMHHAHTHBIN
runep-IgE cunapom (Autosomal dominant
HIES (AD-HIES)), wu3BecTHBIi KaK CHH-
npoMm Jxob6a unum Mosa (Job syndrome), ay-
TOCOMHO-pEIeCCUBHBIN cuHapoM Hesepro-
Ha (Netherton syndrome) m ayToCOMHO-pe-
[ECCUBHBIA TePUIUT (PochOorTFOKOMyTa3hI
(Phosphoglucomutase-3 deficiency) [2].

Cunnpom J[xo0a, COCTaBISIOMUNA OKOJIO
70% ciyuaeB runep-IgE-cunapoma, Bo3HMKA-
eT B pesynbrare mytannn STAT3 rena (Signal
transducer and activator of transcription 3),
KOAMPYEMOT0 B IIUTOTEHETHYECKOW JIOKAIIUU
17921.2 [3]. Mytanus STAT3 rena, momu-
Mo runepnponykiuu IgE, mpuBogut k Ha-
pYLICHHIO XeMoTakcuca B-kierok, yrtpare
nepeayu CUrHana Jiulsl Uesaoro psaa MUTOKH-

Meouko-6uonocuueckue npodnemwl xcuznedesmenvhocmu. 2019. Ne 2(22)

nos (WJI-6, UJI-10 , UJI-11, WJI-17, UJI-21,
WJ1-22, NJ-23, U®H-y), usmenenuto NJI-6-
onocpenoBanHoil auddepenuupoBkr Thl7-
kietok (Th — T-xenmepsr) ¢ mociaeayOmMuUM
cb6oem npoxaykmuu MJI-17. B pesynbsrare mpo-
UCXOIUT oOciallieHne MPOTUBOMH(EKIINOH-
HOTO UMMYHHOTO OTBETa C Pa3BUTHEM IOBBI-
[IEHHON BOCTIIPUUMYMBOCTH K TpUOaM U BHe-
KJIETOUHBbIM Oaktepusm [4]. Knuaudecku 310
MPOSIBIISIETCS] K3EMOTOI00HBIMU BBICHITIAHU-
AMH, a0cCeccaMu KOXKH, PelMIUBUPYIOLIHU-
MU CUHYCHUTaMH U JIETOYHBIMH WH(EKIUSIMH,
KOYXHO-CJIM3UCTBIM KaHIUA030M U 3JI0Kade-
CTBEHHBIMH HOBOOOpazoBaHUsAMH [5]. OTim-
YUTETHbHOM OCOOCHHOCTHIO MH(MEKITMH KOXKH
npu cunapome J[>xoba sBIsieTCS MOSBICHHE
TaK Ha3bIBAEMBIX XOJOAHBIX a0CIECCOB, Xa-
PaKTEpU3YIOLIUXCS OTCYTCTBUEM IOKpacHe-
HUS M TIOBBIIIEHUS MECTHOW TeMIlepaTyphbl.
DTO BBI3BAHO HApYIIEHUEM B IIUTOKMHOBBIX
CUTHAJIBHBIX MY TSIX, OT KOTOPBIX 3aBUCUT CHH-
T€3 MPOBOCHANUTENbHBIX LUTOKHHOB (MJI-
1B, NJI-6, NDOH-y) [6]. Peummusupyromiue
CUHYCHO-ITyJIbMOHAQJIbHBIE HMH(PEKIUU TpH
runep-IgE-cunapome npenmyiecTBEHHO BbI-
3BaHbl 30JIOTHUCTBIM CTa()UIOKOKKOM, pexke
ACCOLIMMPOBAHbI C THEBMOKOKKOM, Te€MO-
(UIBHON M CHHETHOWHOW TTaJIOYKOM, HEMUIIES-
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JUAIbHBIMU TPpUOaMH TTHEBMOIIUCTA KapUHHU.
['HOMHBINM TTpOLIECC B JIETKUX YaCTO OCJOXKHSI-
eTcsi OpOHXOZKTa3aMu W IMHEBMatorene [7].
[locnennue MOryT 3acensiThCs IIECHEBBIMH
rpubamu (acnepruwiuiamu). Bropuunbsie HH-
(bexun TpyIHO MOAJAIOTCS JICUCHUIO U SIBIIS-
IOTCSl OCHOBHOHM NPHUYMHON 3a00JI€eBa€MOCTH
U CMEPTHOCTHU Y TaKUX OOJBHBIX, B TOM YHC-
JIe BCJIEJICTBUE JIETOYHOTO KPOBOTEUEHHUS [§].
[lomumo 3TOro, ayTOCOMHO-AOMHHAHTHAsI
¢dopma runep-IgE cunapoma cBsizaHa C MOBBI-
LIEHHBIM PUCKOM Pa3BUTHS 3710KAYECTBEHHBIX
HOBOOOpaszoBanuii (HexomkkuHCKas TUM-
¢doma, mumdpoma XOKKUHA, JEHKEMUs, paKk
BYJIBBBI, TICUEHU U JIeTKoTr0) [10].

B pesynsrare myrtanuu STAT3 nomumo
MMMYHOJIOTHYECKUX J1€(DEeKTOB pa3BHBACTCS
LEJBIA psiZl Pa3HOOOpa3HBIX HapyIIeHUi. D10
cBs13aHO ¢ TeM, 4To Oenok STAT3 sBugercs
HEOTBEMJIEMOM 4YacTblO IEpEelauu CHUTHajla
HE TOJIBKO JUIsl LIMTOKWMHOB, HO U Ui LEJO-
ro psja JIpyrux (pakTopoB: OHKOCTaTMHA M,
KapIUOTpOoINuHa-1, KapaIuOoTpONUHIOI00HOTO
[IUTOKMHA, OCTEOMOHTHHA, (haKTOpa, UHTHOU-
PYIOLLETO JISMKEMHUIO, LIWIHAPHOIO HEUPOTPO-
¢uueckoro daxropa [9]. Tak mist manyueHTOB
¢ cunapoMoM J>oba XapakTepHbl KpaHHO-
(darmanbHbie U3MEHEHUs (IIHUPOKUE KPBUIbs
HOCAa, BBICTYHAOLIHUE J00 U OA00POIOK, IPy-
0ast KoXa M aCUMMETpPHs JIUIa), COCYIUCThIE
HapyllIeHus: (aHEBPU3MBbI, PACILUPEHUE U W3-
BUTOCTh apTepUil CpelHero Kaauopa, JaKy-
HapHbIe HH(PAPKTHI), HAPYIIECHUS OTIOPHO-/IBU-
rarebHOIO ammapara (FMneppacTsHKUMOCTD,
CKOJIN03, OCTEOIIEHUS, INEPEIOMBl IPU JIET-
KHUX TpaBMax, JiereHepaTuBHbIC 3a00JIeBaHUS
CYCTaBOB B MOJIOJIOM BO3pacTe) U pPOTOBOM
moJiocTu (BBICOKOE KymosiooOpa3Hoe Hebo,
(uOpo3HOE YTONIICHUE CPEAMHHOW JMHUU
TBEpAOTo HeOa, MHOKECTBEHHBIE TPEILIMHBI Ha
SI3bIKE U CIIM3UCTON pTa, 3aJ€prKKa BbINAICHUS
MOJIOUHBIX 3yOOB ¢ HEOOXOAMMOCTBIO XUPYP-
rUYecKoro ux ynanenus) [6, 10, 12, 13].

OtkioHeHHs 1aOOPATOPHBIX MOKa3aresieit
pu runep-IgE-cunapome BKIHOYAIOT 303HHO-
¢unuro 1 noBelenue yposHs IgE B ceiBopoT-
Ke (0T JECATUKPATHOIO IPEBBILLIEHNS BO3PACT-
HOii HOpMBI) [2]. OOpamaer Ha cebs BHUMa-
HUE OTCYTCTBUE YETKON B3aMMOCBSI3U MEXKIY
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ypOBHEM ChIBOpOTOUHOTO IgE, s03uHOGMIMEH
U TSOKECTBIO 3a00JIEBaHUS, a TAK)KE BO3MOXKHOE
CHW)KEHME KoHueHTpauuu IgE ¢ Bo3pacToMm
(BILTOTH /10 TIOJIHOM HOpManu3anuu) Ha (oHe
COXpaHAIIUXCA cuMITOMOB [9]. MHTEpecHo,
4T0 y NanueHtoB ¢ runep-IgE-cunapomom
OYEHb PEJIKO BCTPEYAETCs ajuIeprusl Ha MHILE-
Bble npoaykTel. Konuenrpanus IgG u IgM B
CBIBOPOTKE, KaK IIPaBUJIO, HOpMaJlbHasl, a IgA —
HOpMaJIbHAsl WM CHIJKEHHAs, MOTYT BCTpe-
4aThCsl HEUTPONEHUS U MOHWKEHHAsl KOHLIEH-
Tpalysl MOCTBAKIMHAIBHBIX CHEHUPHISCKIX
antuten. KommuecTBo JMMQOIHUTOB OOBIYHO
HOpPMaJIbHOE, TPH (PEHOTUMHPOBAHUU MOXKET
ObITh CHIDKeHHE KonmuuecTBa T- u B-kietok
namsitu, Th17 [2, 11].

CormnacHO peKOMEHAALUAM E€BPOIEHCKO-
ro coo0IecTBa HUMMYHOACHUIIUTOB, KpH-
TEpUsIMH YCTAHOBKM JauMarHosa runep-IgE-
CUH/IpOMA SIBJIIIOTCS JIECSTUKPATHOE IPEBBI-
[IEHUE BO3PACTHOM HOPMBI YPOBHSI OOILEro
IgE B nmnasMe nanueHTa B COYETaHHUU C IIO-
BBIIICHHON YYyBCTBUTEIBHOCTHIO K HH(QEK-
IIUOHHBIM 3a00JIeBaHUSAM IPH HCKIIIOUEHUHU
T- u B-knerounoro aeduuura (HOpMaibHOE
konuuectBo T-, B-mumd¢ouutoB, HaWBHBIX
T-kIeTOK, OTCYTCTBHE HapyIIEeHUs mponude-
pauuu T-TMMQOIUTOB ¥ rTHIOraMMario0yIu-
Hemun) [ 14, 15].

CornmacHo gaHHbIM PecnyOnukaHckoro
peructpa uMMyHoznehuuToB, B PecmyOnuke
benapycs Ha Hayaso 2019 r. 3apeructpuposa-
HO BCETO 5 MaIMEeHTOB C IaHHBIM 3a00JIeBaHU-
em (0,5 manmenta Ha 1000000 xureneit), u3
HUX y 3 4EJIOBEK UMEETCS TEHETUUECKOE 10~
TBEpXKAeHUE Auaruosa [16].

B xauecTBe npuMepa IpuUBOAUM Hallle Ha-
OnrofieHre, JEMOHCTPHUPYIONIEE YCIHEIIHYIO
JTUArHOCTUKY cuHapoma J[xoba.

[Taumentka O, 21 rox, moctynuia B OT-
JIeJIEHHe UMMYHOIIATOJIOTUN U aJJIEPTrOJI0OTUU
02.11.2019 r. ¢ xamobaMH Ha TMOpaKEHUE
KOXH B BHUJIE€ CYXOCTH, IOKPAaCHEHHS, 3yas-
IIeW CBIIM Ha KOXKE TYJOBMILA, BEPXHUX H
HIDKHMX KOHEYHOCTEW, MEepCUCTUPYIOLIHE
THOMHUKN Ha KOXK€ TYJOBHILA, MPEAIUICUH,
Oezep ¢ MocaeayIOIUM BCKPBITHEM U pyOLie-
BaHHEM BBICHINIAHUH, IEPHOINYECKH ¢ abclie-
JTUpOBaHUUEM, 00IITYyI0 c1abocTh, Oonee 6 pas
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B TOJ] pelMIUBBl MH(PEKIUNA BEPXHUX JbIXa-
TEJIHBIX MyTEeH ¢ KIMHUKOM Ha30(apUHTUTA,
00/ B MOSICHUYHOM OT[IeJIe TTO3BOHOYHUKA,
YCUJIMBAIOIIUECS TMpH (U3NYECKON Harpys-
ke. 113 anamHe3a U3BECTHO, YTO aTOMMYECKUM
JEPMaTUTOM CTpPAJacT ¢ PaHHEro JETCTBA C
YacTBIMU U BBIPAXKEHHBIMU OOOCTPEHHSIMH.
Habmronanace y neauarpa, [epmarosora 1 ai-
JIEproJiora, Mo UX PEKOMEHAALNN PUMEHSIIA
YBIIQKHSIOLUE KPEMa-3MOJIMEHThl U TOIIHYE-
CKHE€ IIIIOKOKOPTUKOCTEPOMUIBI C BPEMEHHBIM
MOJOXUTENbHBIM 3 dexkrom. ObocTpenne
CBIIU CBSI3bIBAJIa C YHOTPEOIECHHEM LIUTPYCO-
BbIX U siull. B 2014 r. 6110 TIpOBEEHO TOI-
HOE yJaJieHHE JICBOW MOYKH M CyOTOTalbHas
pe3eKIMs MOKETYyA0YHOM JKeyle3bl MO0 IOo-
BOIy abcuecca JIEBOM MOYKU C TOPAKEHU-
€M XBOCTa IOJDKEIYyI04HOM skenessl. Ilocne
orepanuu ABaXKIbl 32 6 MECsLEB MepeHeca
nHeBMOHMIO. B 2014 r. Obuta HampaBieHa B
I'Y PecniyOnukaHCKHi HAy YHO-TIPAKTUYECKUI
LIEHTP JETCKOM OHKOJIOTUH, IeéMarojioTUU U
nmmyHosnorun (PHIIL] JIOT'U), tne B xoxe
IIPOBEJCHUSI TEHETUYECKOIO TECTHUPOBAHMS
Obuta oOHapyxeHa myTtauus B reHe STATS3,
npuBeamas kK norepe Gpynkuuu resa (loss-of-
function mutation). /1o 2016 . manuenTka Ha-
omonanacs B PHIIL] JIOI'U, c aBrycra 2017 1.
10 JOCTHXKEHMIO 18-neTHero Bo3pacra — B Pe-
CIyOJMKAHCKOM IEHTPE HMMYHOIIATOJIOTUH
Ha 0ase OT/EeJCeHUs] UMMYHOIIATOJIOTUH U all-
nepronorun (MIInA) I'ocynapctBeHHOro yu-
pexnenns «PHIIL panuanmoHHON Menuuu-
HbI ¥ DKOJIOTMH Y€JI0BEKa», IJI€ IPOBOININCH
©XKEroJHble IIaHOBBIEC J1a00PaTOPHO-UHCTPY-
MEHTaJIbHbIE 00CIIEI0BAHHUS.

IIpu ocmoTpe COCTOSHHE YHOBIIETBOPH-
TEJIbHOE, MPABUIBHOIO TEJIOCIOKEHUS, POCT
158 cm, Bec 52 xr, UMT 20,83 kr/m?. Koxa
MECTaMH CyxXasl ¢ oyaramu runepemuu, Qy-
pYHKyl1aMu, pyOnamMu M oyaramu JMCITUT-
MEHTAllUU Ha KO)Ke pa3rudarenbHOil moBepx-
HOCTH BEPXHUX U HUKHMX KOHEUHOCTEH, Ha
KOXe JKUBOTA U Irpynu. Mmeercss oOmMpHbIiI
(0,5%8 cMm) pyber (aHAMHECTHYECKH — MOCT-
OTIEPALIMOHHBIN) MEXKIy BEPXHUM M HIX-
HUM JIeBBIMH KBaJpaHTaMH XHBOTa. Buau-
MBbI€ CIU3UCTBIC POTOITIOTKH 0€3 M3MEHEHHIA.
[TanpnaTopHO ONpEnEIsUINCH MOTUENIIOCTHBIE
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U wmeinesle muMpoy3nsl (okomo 1 cMm B aua-
METpe): AIacTUYHbIe, MOIBHKHbBIE, 6e30071e3-
HEHHbBIE C POBHOW MOBEPXHOCTHIO. [I[uTOBH -
Has KeJle3a He yBenuyeHa. KocTHO-Mblmey-
Hasi cucrema — 0e3 ocoOeHHOcTel. [pynHas
KJIeTKa npaBuiibHOU (popmel. [Ipu nepkyccuu
IpaHUIIBI JIETKUX B Tpezesax HOPMbI, Jerod-
HBIM 3BYK sCHbIU. [Ipu ayckynpranuu apixa-
HHUE BE3UKYJSIPHOE C PACCESIHHBIMH €IMHHY-
HBIMU cyxumu xpunamu. Ilynsc — 80 ynapos
B MHUHYTY, aprepuaibHoe nasienue — 100/60
MM PT. cT. | paHu1ibl cepaiia B HOpMe, TOHBI siC-
HBIC, PUTM MPABWIbHBINA. SI3BIK BIIAJKHBIN, HE
oOnoxkeH. JKUBOT mpaBUIIbHOM (hOopMBI, yua-
CTBYET B aKT€ JIbIXaHUs, IPH MaJIbIIALUU MSIT-
Kuii, 6€30071€3HEHHBIN, TOCTYIHBIA IS TITy-
OOKOI MaJbHaluyi BO BCceX oTneliax. IleueHs,
CeJIe3eHKa U MOYKM He manmbnupyrorcs. CTyn
— ©XETHEBHbII O(QOPMIICHHBIM C YacTOTOU
1 pa3 B nenb. Moueucnyckanue cBoOOIHOE,
6e300ne3HeHHOe. CUMNTOM TOKOJIQUMBAHHS
oTpuuareneH ¢ obeux cropoH. HepsHo-mcu-
XMYECKOEe COCTOSTHUE — 0€3 0COOEHHOCTEH.
JlanHble OOBEKTMBHOTO OOCJICIOBAHMS:
o0IIMii aHaIM3 KPOBHU: ITOKA3aTeIN TeMOorpaM-
MBI He U3MEHEHBI (203UHOMUITBI — 5%); 00IIHiA
aHanmM3 Mouu: Jneikonutypus (8-12 B moie
3peHUs C €AMHUYHBIMU CKOTUICHUSIMU JICHKO-
IIUTOB), €AMHUYHbIC OKCaJIaThl, OAKTEpUypHs
+++, ocTanpHbIC TapaMeTphl 0e3 U3MEHEHUH;
OMOXMMHMYECKOE HCCIEeOBaHUE KpOBU: 0e3
OTKJIOHEHUH OT HOPMBI, PE3yNbTaThl UMMY-
Honoruyeckoro obcnemoBanue: IgE>10000
En/min; anneprooGciieqoBaHue METOAOM HM-
MyHOONOTHHTa Ha crnemuduueckue IgE k
OIpeJICIEHHbIM ~ aJUIepreHaM € TOMOLIBIO
ameprocneunpuyeckoir manenu RidaqLine
Ne2: xnace 0: onbxa, Gepesa, OpELIHHK, POXb,
NOJIBIHB, KOIIKa, JIOIIaJh, co0aka, MOpCKas
CBUHKa, 30JI0TOIl XOMSYOK, TpUOKH poza re-
HUIWJUIMHA, TPABSHbIE KJIaI0CIOPbI; KJlace 2:
KPOJIMK, acCHperusuibl; Kiacc 3: cMech Tpas,
noopoXHUK Ribwort; kmacc 4: mblIeBbIC
KIemm, Ay0; Kiacce 5: My4yHOU aepmatodar,
anneprencnennduyeckuii IgE-anturen meto-
nom MDA (BRIO) perckuii nuiieBoid MUKCT
(suyHBIN OEJIOK, MOJIOKO, MIIEHUYHAs MYKa,
coeBble 000bI, apaxwuc): kmacc 0; mokasare-
a1 rymopansHoro 3BeHa (IgA, IgM u Ig G)
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U (pyHKIIMOHAJIBHOW aKTMBHOCTH HEHTpodu-
JIOB B IIpe/iesaX HOPMAJIbHBIX 3HAYEHUH; IIPU
MHUKPOOHOJIOTHYECKOM HCCIIE0BAaHIE MAa3KOB
C IIOBEPXHOCTU KOXXM B MECTax IOpaKeHUs
KOYKHBIX IIOKPOBOB BBIJIEJIEH 30JIOTUCTBIN CTa-
¢mnokokk B THTpe 107 KOE, uyBCcTBUTENB-
HBIA K OOJBIIMHCTBY aHTUOAKTEPHATbHBIN
CPEACTB, B Ma3Kax Ha MHKpOQIopy U3 3eBa
BBIJICJIEH AHAJOTMYHBIA MHMKPOOPIaHM3M B
xonuuectBe 10* KOE, moces kana Ha aucoOak-
TEprU03 OOHAPYNKHJI CHIKCHHOE KOJIUYECTBO
nakrobakrepuii 10° (Hopma 10° u BbIIe) TpU
HOPMaJIbHOM THUTPE OCTaJbHBIX MHUKpOOpra-
HU3MOB KHUIIEYHOM MHUKPOQIOPHI; TECT Kaja
Ha CKPBITYIO KPOBb OTPULATEIbHBIN.

Ha OKI' umenuch yMEpEHHO BBbIpaXKEH-
Hble IU(Qy3HbIE U3MEHEHHS B MHUOKapje.
[Ipu npoBeneHuu s3xoKapauorpaduu, KoM-
NBIOTEPHONW TOMOTpaguu OPraHoB T'PYIHOMN
MOJIOCTH, CIUPOrpadguu NaToJIOTHYECKUX U3-
MeHeHuil He BeIgBieHo. 11o nanasiM Y3U mu-
TOBHJIHOM KeJIe3bl, OPraHOB OPIOIITHOM MOJIO-
CTH U 3a0pIOIIMHHOIO MPOCTPAHCTBA OOHAPY-
YKEHBI XONPU3HAKK MUKPOKUCTBI JIEBOU JOJIH
LIUTOBUHOMN K€JI€3bl, TUIIEPIUIa3UPOBAaHHBIX
MIOJYEIIIOCTHBIX, IIEHHBIX U JIEBBIX MOAKIIO-
YUYHBIX JTUM(OY3JIOB, ONEPUPOBAHHON MOJ-
KEIyJOYHOM JK€JI€3bl U COCTOSIHMS I10CIE
J€BOCTOpPOHHEH HedprkTomMun. Pesynbrars
PEHTIEHOBCKOM JI€HCUTOMETPUM IPOJAEMOH-
cTpupoBaiu Hanuuue ocreoneHuu L1-L4 ¢
HaumeHpiuM T-kputepuem -2,0. Ilpu npo-
BeaeHun OIJIC oOHapyKeHbl BU3yalbHBIC
IIPU3HAKN XPOHUYECKOTO TacTPUTA, PE3YJIbTa-
ThI [1aTOJIOTOI'MCTOJOTUYECKOTO 3aKIIFOUECHHUS:
XPOHHUYECKUN YMEPEHHOBBIPAXKEHHBIM yMe-
PCHHOAKTUBHBIM aHTpAIbHBIA TacTpuT 0e3
meramasuu, HP-.

ITo pe3ynbratam oOcCie€IOBaHMS BBICTAB-
JIEH OCHOBHOM KJIMHUYECKHUW AUArHo3: mep-
BUYHBI UMMYHOAC(PHIUT: ayTOCOMHO-I0-
MUHAHTHBIA CHHIPOM THIIEPUMMYHOIIIO0Y-
auH E. Ociio)kHEHusT OCHOBHOIO JIHMarHosa:
aTONMMYECKUI JepMaTut, B3pocias Qopma,
pacnpoCTpaHEHHBIHN, TSKENO0€ TEYEHHE, He-
nojHass pemuccus. PenunuBupyromuii ¢Qy-
pyHKyne3, Tsbkenoe tedeHue. Jlumdoane-
HOMATUsl MOJYENIOCTHBIX, IIEHHBIX U JIEBBIX
MNOJKITIOYMYHBIX JTUM(poy30B. [locnencTBus
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MAaHKPEaTOTOMHUH U JICBOCTOPOHHEH HEe(PpIK-
TOMUHU TI0 TIOBOAY abcliecca MOMKETyI0UHOM
xene3nl (2014 1.). ConyTCTBYIOMIMI TUAarHO3:
Juddysupii HeTOKCHueckuid 300. Ocrteorne-
HUYECKUM cuHapoM. HocurenbcTBO 30510TH-
CTOrO CTa(pUIOKOKKA B 3€BE.

Takum 00pa3oM, CTOWKOE IOBBIIICHUE
YpPOBHSI ChIBOpOTOYHOTO IgE 10 BBICOKHX
up B COYCTAHUH C YIIOPHO PELUTUBUPYIO-
e ctadumoKoKKoBOI HH(EKIueH, HaTuYK-
eM B aHamMHe3e abciecca opraHoB OpIOIIHOM
MOJIOCTH, TSXKEIIBIM TEUCHHEM aTOMUYECKOrO
JiepMaTUTa, UMEIOIIETr0Cs 0CTEONEHUYECKOTO
CHUHJIpOMa B MPOJEMOHCTPUPOBAHHOM KIIH-
HUYECKOM Clly4ae MO3BOJUIN JUATrHOCTUPO-
BaTh TEPBUYHBIA HMMMYHOIS(HUIIUT THUTIEP-
IgE-cunapom, KOTOpbI OBLT MOATBEPKACH
TE€HETUYECKHU.
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A.P. Salivonchik, O.A.Romaniva, Kvika
CLINICAL CASE REPORT OF JOB SYNDROME

Hyperimmunoglobulin E Syndrome is a rare multisystem immunodeficiency disorder that
is found in both males and females across the world. The diagnostic of Hyper-IgE-Syndrome
is not an easy task. According to the European society for immunodeficiencies the diagnostic
criteria are elevated serum IgE levels (more than 10 times the normal level for a patient’s age),
with one or more of the next clinical signs: pathologic susceptibility to infectious diseases, no
evidence of T- and B-cell deficiency. Hyper-IgE-syndrome can also occur as a severe form of
atopic dermatitis, skeletal and connective tissue disorders, malignant neoplasm and vascular
pathology.

In this article we present a clinical case of autosomal dominant hyper immunoglobulin E
syndrome in 21-year-old female patient, who we had in November 2018 at the immunopathol-
ogy and allergy department of the Republican scientific and practical center for radiation medi-
cine and human ecology in Gomel, the Republic of Belarus.

Key words: primary immunodeficiency, Job Syndrome, clinical case
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