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KJINHUYECKUN CJIYYAN TUNEP-IGE-CUH/IPOMA
Jlom. H. I1. AIEKCEEBA

XapbKOBCKUll HAUUOHAABLHBLIU MegUUUHCKUU yHUBepcumem, YKpauHd

A mmynumem moxcro paccmampuéamo Kax 00Hy u3 CMoOpoH eounozo
6uon0zUUeCcK020 3aKona oxpanvl undusudyarvrocmu. Hacredcmeen-
HOCMb 0XPamsem ee 6 HUCX00Suem paoy NOKOICHUT, UMMYHUMen —
Ha NPOMANCEHUU UHOUBUOYATLLHOL HCUSHU OPZAHUIMAL.

P. B. Ilempos

Onucan kiuHuYeckuii cayyaii runep-IgE-cunapoma (cunapoma JI:ko6a) y pedeHKa JAOUIKOJIBHOTO
Bo3dpacra. [IpuBeieHbl JUTEPATyPHBIE JaHHbIE O KINHUYECKHX OCOOEHHOCTSX Te€YeHUs 3a00JIeBaHUs
B 3aBHCHMOCTH OT THUIIA HacJeIOBaHUS H JedeKTa TeHOB.

Kmiouesvie crosa: nepsuunviii ummymnodeuyum, zunep-IgE-cundpom, cunopom /Joucoba, demu.

[lepBuunbie nmmynopeburuter (I1M/]) — ato
BPO’K/IEHHbIE HAPYIIEHWSI UMMYHHOW CUCTEMBI, CBS-
3aHHBIC C TEHETHMYECKUMU JedeKTaMu OJHOTO WJIN
HECKOJbKUX KOMIIOHEHTOB MMMYHHOW CHCTEMBI,
a MMEHHO: KOMILJIeMeHTa, (aronuTos3a, ryMmopasib-
Horo m kjertounoro mMmmynurtera (P. M. Xawuros,
1999). Hanwuwme penmamBUpyoOIMNX, XPOHUUYECKUX
WHDEKITNT, BEI3BIBAEMbIX ONTIOPTYHUCTHYECKUMU UJTH
YCJIOBHO-TIATOTEHHBIMA MUKPOOPTAHU3MAaMU, SBJISET-
cs obuieit yeproii ITN/I. Yacro TIN/] nabirogaioTcs
y ZleTeill ¢ aHaTOMWYECKUMU AHOMAIUIMU APYTUX
OPTaHOB M CHUCTEM.

[TepByto hopmy BposkeHHOTO UMMYyHOIepUTIATA
y 8-setrero mampurka ormucan B 1952 r. O. Bpyrow.
Ita dopMa, BOMIEAIIAS B INTEPATYPy O/ Ha3BaHNEM
araMMaryio0yJnHeMun GPYTOHOBCKOTO THUIIA, XapaK-
TEepPU3yeTcst HeCIOCOOHOCTHIO BhIpabaThbiBaTh UMMY-
HOTJIOOYJINHBI, BCJIEACTBUE YEro JETH XPOHUYECKH
CTPAIAIOT Pa3IUIHBIMU (hopMaMu GaKTEepPUATHHBIX
nHbexnuit. udeknmunm — ogHa U3 OCHOBHBIX TPHU-
YMH paHHEH CMEPTHOCTHU 3TUX GOJBHBIX. [IprMeHeHe
AHTHOMOTUKOB 00ECIIeUNIIO JKU3HECIIOCOOHOCTD HOBO-
POXIEHHBIX, UMEIONUX TOT UJIU WHOU BPOKIAEHHDBIN
nedekT MMMYHHOW CHCTEMBI.

BeizesieHbr aHaMHeCTHUECKIIE, KIMHIUECKIE 1 JIa-
6GopaTopHble NMPU3HAKU BEPOSTHOCTH IEPBUYHOTO
UMMYHO/ieDHUITNTA ¥ JeTeil.

CemeliHblii aHaMHe3:

— HesICHble CJIy4au CMEPTH HOBOPOKIEHHbBIX
U TPYIHBIX JeTell;

— y pomuTteneil M OIU3KUX POJICTBEHHUKOB —
XPOHWYECKUE PEIUIUBUPYIONITE WH(HEKITIH, TTOCTBAK-
IMUHAJIBHBIE PEAKITUU, SHIOKPUHOMATUH, aJJIePrO3bl,
OITyXOJIM, Ay TOUMMYHHbBIE OOJIE3HU, TEMOTIATUH.

Co6ceTBeHHBI aHAMHES:

— TOKCHMKO3 U BUPYCHBIE 3a60JICBAHUS B TIEPHO]]
GepeMEeHHOCTH;

— HEJIOHONIEHHOCTD;

— penuauBupymomiue uHbekuu ¢ 3—6 mec
JKU3HU;
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— JUIMTEJIbHBIA TOCTHH(EKIUOHHBIN cyOdhebpu-
JINTET;

— HeOOBIYHbBIE PeaKIMK Ha MTPUBUBKU,

— Huskasg a(pHeKTUBHOCTh TPUMEHEHUS AHTHU-
OUOTUKOB;

— orputnarenbras Bakiunamus bBILJK;

— JIeKapCTBEHHAST U MHUIIEBast ajlJIepPTusl.

Knvandeckne mposiBJIeHUS:

— coyeTaHue MHEBMOHWY C PEIUIUBUPYIONTUMU
UH(DEKIUAMEI: OTUT, CHHYCUTHI, KOHBIOHKTUBUT, 11O~
JIEPMUST, SHTEPUT U [IP.;

— COIYTCTBYIOIME CUMITOMBI: AUCTpodUs,
9K3eMa, HeyIpasJisieMas Juapest, KOKIIOIeno 00 Hblii
KallleJib, TeTaHWs], TAMOMETaJTHSI;

— CHMIITOMBI TUTTOKOPTHUIIN3MA;

— aTakcus, TeJIeaHTMOIKTA3Us,;

— TUNOIIa3us JUMQPOUTHON TKAHU;

— KaHAWI03.

[emorpamma 1 uMMyHOTpaMMa: aHeMUsI, HEHTPoO-
nenus, JuM@ONeHus], 903UHOMUINS, TPOMOOIUTO-
MEHWSI, THIIOTAMMAaTI00yIMHEMEST, HEJOCTATOUHOCTD
UMMYHOIJI00YJIUHOB, JUCUMMYHOIJIOOYIMHEMUS
[-VII Tumnos, cuuxenve KOMILIEMEHTa, Ae(UIAT
T-mamdoruToB, OoTCyTCTBUE TIIa3MAaTUYECKUX KJIe-
TOK, TUTTOKAJTbIINEMUS.

[TU]] BcTpedaioTcss MOBOJBHO penko: oT 6 1o
20 cmydaeB Ha 1 MJIH HOBOpOXAEHHBIX. CeromHs
B MKDB-10 BbiZiesieHBI B KaueCTBe HO30JIOTHYECKUX
enunui] 36 mepBUYHBIX UMMYHOeunTOB. BmMecTe
C TeM, TI0 JIAHHBIM JINTEPATYPbI, UX OMUCAHO OKOJIO
80 u /y11 MHOTUX M3 HUX OTIpeJieJieH MOJIEKYISIPHO-
reHeTHYeCKuil 1edeKT, JeRaIuil B OCHOBEe HapyIie-
HUST QYHKIIUA UMMYHHON CHUCTEMBI.

Tunep-1gE-cunapom (HIES, cunapom /lxo-
6a/MoBa) — 9TO MYJIBTUCHCTEMHOE ayTOCOMHOE 3a-
6oJieBaHue, XapaKTepU3yIolieecs IIePBUYHBIM UMMY-
HOZEDUIIUTHBIM COCTOSTHMEM, TMOBTOPHBIMU cTadu-
JIOKOKKOBBIME a0cIieccaMi KOKH ¥ MITKUX TKaHeil
C «XOJIOMIHBIM» TEUYEHWEM, TTHEBMOHUSAMU C UCXOIOM
B MHeBMoIlese (JIerouHble OyJuIbl), YPe3BbIYANHO
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HEJIATPIA

BBICOKMM ypoBHeM IgE B CbIBOpOTKE KpPOBM, 203U-
Hopuivei, crieriupuuecKuM aHOMAJIUSIMU CKeJIeTa,
3y6HOI amann. CUHOHUMBI 3260JIEBaHUA: ayTOCOM-
HO-ZIOMWUHAHTHBIN cunapoM runep-1gE, bakanu-cun-
IPOM, cuHapoM Tumepraodyauaemun E 1-ro Tuia,
CUH/IPOM THIIEPUMMYHOTIOOyinHeMun E 11 BO3Bpat-
Hoit wnbekuuu, cuuapoMm HMosa, cungpom Jlxoba
(AD-HIES, Autosomal dominant HIES, Autosomal
dominant hyperimmunoglobulin E syndrome, Buckley
syndrome, Hyperimmunoglobulin E syndrome
type 1, Hyperimmunoglobulin E-recurrent infection
syndrome, Job syndrome).

Tunep-IgE-cunapom BrepBbie OB ONHCAH
B 1966 r. S. D. Davis, R. J. Wedgewood, J. Schaller
u obosHavanca kak cunapoM Mosa (Job syndrome;
Job — Gubneiickuii mepcoHax, TEJI0 KOTOPOro OBLIO
IIOKPBITO THOMHUKaMK) [1]. Bpuin onucanst ABa kiu-
HUYECKUX cJydasl MalreHToB ¢ 3K3eMoH (nepmaTu-
TOM), PEIUAMBUPYIONUM (DYPYHKYJIE30M, TUIIEPMO-
OWJIBHOCTHIO CYCTABOB, ITIE€PEJOMAMH B PE3yJbraTe
HE3HAYNTEJIbHBIX TPABM U HAJUYMEM XapaKTEPHBIX
gepr Jmna (rayboKo TOCAKEHHDBIE TJa3a, MMPOKas
[EPEHOCHUIIA, BBICTYITAIOIIMI MAaCCHBHBIN TTOAO0POIOK
u mmpokwuit Hoc). B 1972 1. R. H. Buckley et al. no-
MOJTHUJIN KJIMHUYECKYIO KapTUHY 3a00JIeBaHUS, OIICAB
[IBA KJIMHUYECKUX CJIydasi Y MAJbYUKOB CO CXOKUMU
BHEIIHUMU TIPU3HAKAMH U 9KCTPEMAIBHO BBICOKUMU
ypoBHsIMU [gE, ycTaHOBUB acconuainuio CHHAPOMA
Wosa ¢ noBblimeHubiM cogepskanuem IgE [2-5].

Ha ceropusamuuil eHb ONMMCAHBI /[Ba BapUaHTa
HacJsieoBanus rurnep-IgE-cunapoma: ayTocoMHO-710-
MUHAHTHBIN ¥ 2y TOCOMHO-PEIleCCUBHBII. AyTOCOMHO-
JNOMUHAHTHBIM TUI HACJeJI0BaHUs CBA3aH ¢ nedek-
tom rea STAT3 (Signal Transducer and Activator
of Transcription 3) [4, 6]. B 2009 1. 6bl1a mokasa-
Ha cBa3p myrannii B reie DOCKS (Dedicator of
Cytokinesis 8) 1 ayTOCOMHO-PEIECCUBHBIM BAPUAHTOM
nacienosanus 6onesnu [4]. Benok STAT3 oredaer 3a
nepenady mpoBocranutenbibix (ot MJI-6) u mporuso-
BocmamuTebHbIX curHauoB (ot WJI-10). Perynsamnsa
MUeJ01033a, renepanus T-xenamnepos 17-to Tuma, Ko-
TOPbIE UTPATOT BAKHYIO POJTh B 3aITUTE OPTAaHU3MA OT
BHEKJIETOUHBIX OaKTEPUI U MATOTEHHDBIX TPUOOB, T10-
JIaBJIEHNE AKTUBHOCTU OCTEOKIACTOB B HOpMe oOectie-
yuBaetcst yuacteMm rena STAT3. AHomarbHO BbICOKas
npoaykius IgE, BeposTHO, 06ycI0BIEHA YCUTEHIEM
pausanusa MJI-4 na B-kieTku B OTCyTCTBUE peryJin-
pytomiero netictsust MJI-10. Ten DOCKS yuactByer
B KJIETOYHOU MUTpaIluH, ajare3nu, Garoiurose, pas-
Butun u dynkiumonnposanuu T- u B-kiaerok. Ha-
pymeane pyakiuun DOCKS npuBogauT K CHUIKEHUIO
PE3UCTEHTHOCTH K GaKTEpPUATBbHBIM U 0COOEHHO BHU-
PYCHBIM WH(DEKITUSM, a TAKKe CHUKAETCS aKTUBAINS
STAT3 B B-wuserkax [2, 3, 6-9].

OcHoBHasg Tpuaja KJIMHUYECKUX CUMITOMOB
runep-IgE-cunapoma aiist 060uX BapuaHTOB HACJIEN0-
BaHUS BKJIIOYAET AaHOMAJIBHO BBICOKUH ypoBeHb IgE
(6osiee uem B 10 pas BbIlIe HOPMBI), <«XOJOAHBIE>
abCIeccesl, OBTOPHBIE THEBMOHUH. J[OBOJIBHO 4acTo
y GOJIBHBIX OTMEUAETCsT 903UHOMIIIUS. AYTOCOMHO-/I0-
MUHAHTHBIN TUII Hacse/oBaHus runep-IgE-cunipoma,

MTOMUMO KJIACCUYECKON TPUaJbl CAMIITOMOB, XapaKTe-
pusyetcs crieniupruiecKuMu GEHOTUTUYECKUMU TTPU-
3HaKaMM: y OOJIBHBIX OTMEYAIOTCSI BBIMYKJBIH JI00,
ry6GOKO MOCasKeHHBIE TJa3a, MIMPOKas TEePEHOCHIA
U MSICHUCTBIII HOC, TIPOTHATU3M, THIIEPMOGUIBHOCTD
CYCTaBOB, 3a/leP/KKa BBIMALCHNUS MOJOYHBIX 3YOOB,
MOBTOPHBIE TIATOJOTUYECKUE TIEPEJIOMBI, CKOJNO3
pasHoil cTeneHu TAxKecTH. Y OOJIbHBIX ¢ ayTOCOMHO-
JOMUHAHTHBIM runep-IgE-cunapomom ormevaiorcs
MepesIoMbl JTHHHBIX TPYOUaThix KocTel, pebep, mo-
3BOHKOB B pe3yJbrate jfaxe Mayibix TpaBM. len STAT3
UTPAET POJb B TOJ/IEPKAHUU OCHOBHOTO TOMEOCTa3a
KOCTHOH TKaHU MOCPEACTBOM BJMSHUS HA IIUTOKU-
bl cemeiictBa NJI-6 u octeoksactsl. [loaTomy Ha-
pymenue dyuknuonnposanuss STAT3 mnpuBoaut
K TMOBBITIIEHHON KOCTHOM pe30pOIMu 0CTEOKTACTaMH
U TIOSBJEHWIO KIUHUYECKUX CUMIITOMOB, CBS3aH-
HBIX C HapyIIeHWEeM COCTOSHUS cKejeTa. Perumau-
BUDPYIOIHE THEBMOHUY, O0YCJIOBJICHHbBIE CHIKEH-
eM 3alUTHBIX (PYHKIUH OpraHu3dMa K MH(PEKIIUSIM,
y GOJIBHBIX € ayTOCOMHO-IOMUHAHTHBIM BAPUAHTOM
HacJe/l0BaHus MIPUBOAAT K (HOPMUPOBAHUIO ITHEB-
Moriesie. Y OGOJBHBIX ¢ 3THM THIIOM HAacJeI0OBaHUsI
OTMEUAETCS CKIOHHOCTh K BO3SHUKHOBEHUIO TLIOCKO-
KJIETOYHOTO paka, TmMmbombl Bepkurra. Kimnudeckue
MPOSBJEHUI ayTOCOMHO-pelieccuBHoro rumnep-IgE-
CUHJIPOMA UMEIOT CBOU OCOOEHHOCTH: HE TUIHYHBI
AHOMAJIMK CKeJieTa, He 0Opa3yeTcst THEeBMOTIeNe, Ofi-
HAaKO OTMEYAIOTCS BBICOKAS IPEPACIONIOKEeHHOCTD
K WHGEKIUIM W JJTUTEThHOE UX TedeHune. Xapak-
TEpHO XpoHWYecKoe TeueHue wHpekuu Molluscum
contagiosum, a takxe Herpes simplex, Herpes zoster.
Yamie serpevaiores nopakenns ITHC, obycinosaen-
HbIe BACKYJIUTOM U HHGEKIUSIMU, ACCOLUUPOBAHHbBIC
¢ MyJbTU(GOKAIBHON JieliKoaHIIeasomaTrell, BhIlie
PUCK Pa3BUTHUST ayTOUMMYHHbBIX 3abosieBanmii. Teue-
HHe ayTOCOMHO-PeleCCUBHOIO BapuaHTa rumnep-I1gE-
cuHzpomMa Gosiee arpeccustoe [2, 7].

3aboseBanne ¢ OANHAKOBOW YacTOTOW BCTpeya-
€TCsl y JIUIL MY’KCKOTO U JKEHCKOT'O 110J1a. AyTOCOMHO-
JIOMUHAHTHBIN ¥ 2y TOCOMHO-PEIeCCUBHBIN BapUaHTBI
HACJIEAYIOTCS C PAa3JUIHON CTEMEHbIO MEeHETPAIUN.
CwmepTHOCTH manueHToB ¢ runep-IgE-cunapomom
BO BTOPOH U TpeTbell MeKanax KU3HU CB3aHa C Ts-
JKEJBIMU  3200JIEBAHUSAMU  JIETKUX, (HhOPMUPOBAHU-
eM THeBMoIese 1 wHbuimpoBanueM Pseudomonas
aeroginosa, rpubamu Aspergillus v 1pyrumMu MUKPO-
opranusmamu [5,7].

Jleuenne runep-IgE-cunapoma, kak u J00OOro
TN/, npeumyiiiecTBeHHO cuMnToMaTuuyeckoe. [l
Jle4eHnsl MHQPEKITMOHHBIX OCJOKHEHUN TPUMEHSIeT-
¢ aHTHOaKTEepUATbHAS TEPATTHs], XUPYPTHUECKOE Jie-
yeHue abCIecCOB KOKU M MATKUX TKaHel, JieueHune
9K3E€MaTO3HBIX BBICBITIAHUI — COTJIACHO TTPOTOKOJIAM
JIeYeHUs aJaeprolepMaTo30oB. B autepartype ecTb
CBeJleHUsT O HEKOTOPOil a((eKTUBHOCTU TIpernapara
anTh-IgE-MOHOKJIOHANBHBIX aHTUTEN oMaan3ymaba
U IIPUMEHEHUS aJlJIOTeHHON TPaHCIJIAHTALUM KOCT-
HOT'O MO3Ta y 4eThipex OOJIbHBIX ¢ Ay TOCOMHO-IOMU-
HAHTHBIM TUIIOM HacJefoBaHuA u y 12 marumeHToB
C ayTOCOMHO-pelleccuBHbIM |5, 8, 9].
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Puc. 1. [Tarment K., 3 roga 9 mec. /lnarnos:
runep-IgE-cunapom

K cosxanenuio, HEKOTOPBIM MAIIMEHTAM C TUTIEP-
[gE-cunipoMoM cBOeBpeMEHHO He BBICTABJISETCS
JIMarHos, a 3abojieBaHUe AMarHOCTUPYETCS Ha aTalle
PasBUTHSA HEOOPATUMBIX OCIOKHEHUI. DTO CBSA3AHO
KaK C HIUPOKUM CIIEKTPOM IPOABJICHUA KINHUYECKUX
CUMIITOMOB Gosie3HM (penuAnBUpYIomue HHOEKINN
pecrnupaTopHOro TPaKTa, aHOMAJMU CKeJleTa, KOXK-
Hble 3a60/I€BaHNs, ayTOMMMYHHBIE), TaK 1 JOBOJbHO
PENKOIl 4acTOTOI BCTPEYaeMOCTH 9TOTO 3a00JI€BAHUSL.
K 2008 1. 66110 omcatno okosio 300 ciaydaes, camo-
My cTapliemMy 13 HalueHToB ¢ rurep-1gE-cunapomom
6bL10 60 ;e [3, 5, 7, 12, 14].

B cBa3u ¢ penkoit BcTpeuaeMocThio ATOU TaTo-
JIOTUU HPUBOJUM COOCTBEHHOE HAOJI0JeHUE TUIIep-
IgE-cunapoma y peGeHka.

ITon Hamum HaOMOAeHUEM HaxoauTcs Manbuuk K.
PebeHok poawicst OT mepBOi (PU3MOIOTNIECKH IIPOTEKA-
BIlIeil OEpeMEHHOCTH B CpoKe rectaunu 39 Hex ¢ mMaccoit
tena 3800 . [Mpusut BLIK B ponnome. Haxomuics Ha rpya-
HOM BCKapMJIMBaHUU JO Tpex MecsieB. B Bo3pacte 1 mMec
Y MaJIbYMKa OTMEYAJTUCH TTPOSIBIICHUST MJTaJIeHUeCKOI (POPMBI
aTONMMYECKOTO JepMaTUTa Ha JINTIe B 00TaCTH IIeK B BUIE T~
[epeMuu, MaKyJIO-IaIy/Ie3HbIX BhIChIIaHui. MaTh peOeHKa
yMmepJia B Bo3pacte 35 jier oT auM@oMbl, HabIroaanach ¢
11-neTHero Bo3pacra Mo MOBOJAY CUHAPOMA IMIIEPUMMYHO-
rooynuHemuu E (IgE kposu 1 500 ME/mun).

BriepBrbie peGeHOK TOCTTUTAIM3UPOBAH B KIIMHUKY B BO3-
pacte 3 Mec ¢ Xajao0aMu Ha KalllejIb, OJBIIIKY, BBICHITAHMS
Ha nuue. JluarHocTUpoBaHbl peclupaTopHas UHOEKINs,
OCTPbIIA OOCTPYKTUBHBII OPOHXUT, aTONMUYECKUI 1€PMATUT,
miaaeHueckasi (popma. [TOBTOpHO MalbuMK rOCHUTAIU3M-
poOBaH B Bo3pacTe 6 MeC C AMAarHO30M <«IIPaBOCTOPOHHSIS
o4YaroBasi HerOCIIUTabHAasl THEBMOHUSI», KOTOPAasi COMpPO-
BOXIaJach IPOSBICHUSIMH OPOHXMAIbHON OOCTPYKIIMU.
TMapakJMHUYECKU Y MaJIbulKa OTMEYalach 203UHOMUIUS
KpoBu 16—18 %, HeldTpODUIbHBINA JIEHKOLUTO3 (JIEHKO-
uuThl 14,6x10%/11, namouykosaepHble HeiiTpoduisl 4 %,
cerMeHTosIepHble HeiTpoduisl 62 %). [1pu nmpoBeaeHUU
MMMYHOJIOTMYECKOTO 00CIIeIOBAHMS BBISIBJICH MTOBBIIICHHBII
ypoBeHb IgE — 678,5 ME/Mmi. Y peGeHka ObLT 3aMom103peH
ruriep-IgE-cunapom. B Bospacte 2 neT 8§ Mec auarHo3 ObLT
MOATBEPXKIEH IIPOBEAEHHBIMU UCCIEAOBAHUSIMU B JJabopa-
Topuu nokropa Penrepa (Iepmanus). YposeHs IgE B kpoBu
coctaBui 15 114 ME/ml ipu Hopme 1o 100 ME/ml.

B manpHeiimem y pebeHKa OTMEYaINCh PEeIUANBUPY-
[OILME PECITUPATOPHLIE 3a00JI€BAHMUS C CUMIITOMAaMU OPOH-
XO00OCTPYKIINHY, PELUANBUPYIOLINE THEBMOHUNU (10 2 pa3
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Puc. 2. Kommbiorepnast tomorpadus nanuenta K., 3 rona 9 mec

o M i W a8

B TeyeHue 1 roga), otuthl (2—4 pasa B rofa). 3abosieBaHuUs,
KakK MpaBWIO, MPOTeKaJIM Ha (hoHEe HOPMAJIbHOW TemIiepa-
TYpBI TeJla, U3pellKa COMPOBOXKIAINCH ITOBBIIIEHUEM TeMIIe-
patypsl no 37,4 °C. Habmonanuck ctpenroctaduionepMust
KOXHBIX TTOKPOBOB, KaHIMIO03 MOJOCTH pTa. OOpaianyu Ha
ce0s1 BHMMaHue (HEeHOTUNMYECKUe MPU3HAKM y peOeHKa
(puc. 1): BBIMYKIIBIA 100, IIyOOKO MOCaXXeHHbIE IJ1a3a, K-
poKasl TIepeHOCHIIa, TIPOrHaTh3M. B dbusniyeckom pa3BuTun
pebeHOK He OTCTaBall OT CBEPCTHUKOB.

Peuunnusupytomnire 6poHXoJierouyHble 3a00JieBaHUS,
MHEBMOHMHU, MPOTEKABIINE C CUHAPOMOM OpPOHXHUATb-
HOM OOCTPYKLMHU, TPeOOBAIU UCKIIOUUTH (DOPMUPOBAHUE
y pebeHKa MmHeBMollesie, XapakTepHoro s runep-IgE-
cuHapoma. B Bo3pacte 3 roma 8§ Mec MajbuMKy IIpoBefcHa
KOMITbIOTepHAasT ToMOoTpacduss OPraHOB TPYIHOUM KIETKU
(puc. 2). BersgieH ¢pudpo3 mapeHXUMbI 000UX JIETKHUX B CET-
MEHTax S5 M JIeBOTro JIeTKOTO B cerMeHTe S8.

JleueHue pebeHKa MPOBOAUTCS COIJIACHO peKOMEHIa-
LIMSIM 110 BEIEHUIO MallMEHTOB C NMEPBUYHBIM UMMYHOIEDU-
UTOM. MaJbuMK HaXOMUTCS Ha TUITOAJUIEPTeHHOU nueTe,
Yy HETO MPUMEHSIIOTCS JIeUeOHO-TUTUEHUYECKIUE TTPOLIETYPhI
mo yxomy 3a Koxeii. [Ipu HacmoeHUn GakTepuaabHO MH-
(eKIMM B Teparuu UCIOIb3YIOTCS aHTUOMOTUKY ITHPOKOTO
cnekTpa aeictBus (uedanocrnopuHsl 1V nokoneHus, 3aiu-
IeHHbIe TTeHULIWITUHBI, MaKPOJIUIbI, aMUHOTJIUKO3HIB),
MPOTUBOTPUOKOBBIE TIperapatbl. HeomHOKpaTHO B JieYeHU U
IMMHEBMOHUI y peOeHKa MPUMEHSIJIM UMMYHOKOPPEKIINIO
C BHYTPUBEHHBIM BBEICHUM IIpEIapaToB UMMYHOTJIOOYIH-
HOB B KypcoBoii 103e 600—800 mr/kr. OcoOeHHOCThIO Teue-
HUSI JaHHOTO 3a00JieBaHUsl y peOeHKa SIBJsSIeTCS] COUeTaHue
PELMAVBUPYIOIIETO TeYSHUS TTHEBMOHUI ¢ GPOHX000CTPYK-
TUBHBIM CUHJIPOMOM, YTO TTO3BOJIJIO TOBOPUTH O CUHIIPOME
OPOHXMATBLHOI aCTMBI C IIPUMEHEHNEM 0a3MCHON TTPOTUBO-
BOCHAJMTENbHON Tepanuu MHTAISIUMOHHBIMU KOPTUKO-
crepounamu. B HacTosiiee BpeMsi Bo3pacT pebeHKa 3 roja
9 Mec. MabuMK HaxOAUTCS Ha NUCHAaHCEPHOM HaOII0IeHUN
C IUArHO30M «IEepBUYHBIA UMMYyHOAeduUuIUT: runep-IgE-
cuHnpom». CocTosiHe peGeHKa yIOBIETBOPUTEIBHOE, XKa-
JI00 He TIPeIbsBISICT, (GU3NIECKOE Pa3BUTUE COOTBETCTBYET
BO3pACTY, ayCKYJITaTUBHO B JIETKUX AbIXaHUE XKECTKOE, XPH-
bl HE BBICIYUIMBAIOTCS, TOHBI cepala puTMUYHbIE. 2KUBOT
MSITKUI, 0€300JIe3HeHHBII MTpu najbainyu. [TapeHxumaTos-
HBIE OpTaHbl HE YBEJTUICHBI.

Hasmmune y peGeHka KJacCH4ecKoi TpUabl CUMII-
TOMOB (rUIIepUMMYHOTIOOY IMHeMIsT E, penuansu-
pyIolIiie THEBMOHUH, TIPOTEKAONITIE €3 TIOBBIIEHUS
TeMITepaTyPbl TeJa, CTPENTOCTADUIOIEPMUS KOKHBIX
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MTOKPOBOB, 03UHOMDUINSA) B COUYCTAHUU C TUITUIHBI-
MU (HEHOTUITMIECKIMU OCOOEHHOCTSIMU TIO3BOJISIIOT
MIPEATIONOKUTh AyTOCOMHO-JIOMUHAHTHBIA THUI Ha-
crefoBanus cuHApoMa J[5ko6a B JAHHOM KJIWHIYE-
CKOM cilydae. Masbunuk Hy»K/aeTcs B II0CTOSIHHOM

Cnucok JnuTepaTyphl

1. Davis S. D. Job’s Syndrome. Recurrent «cold» staphylo-
coccal abscesses / S. D. Davis, J. Schaller, R. J. Wedg-
wood // Lancet.— 1966.— Ne 1.— P. 1013-1015.

2. Penkuii nepsnunblii tMmyHogedunut — IgE-cunapom —
npeseHTarys ciaydast u 063op jureparypst / H. B. Co-
6010k, E. A. TTorpoxosa, C. A. Tonouanosa [u ap.] //
[Tegmatpuyeckas papmakomorms.— 2013.— Ne 10 (1).—
C. 54-60.

3. Apuyes M. H. Tunep-1gE-cunapom. Vicropus Gosestu (ot
cungpoma Mosa no gedexra STAT3-rena) / M. H. dAp-
e, M. B. Ilnaxtuenko // Poc. amieprosorndeckuii
xKypH.— 2009.— Ne 4.— C. 53-59.

4. Helen H. C. DOCKS8 (Dedicator of cytokinesis 8)
deficiency / H. C. Helen // Curr. Opin. Allergy Clin.
Immunol.— 2010.— Ne 10 (6).— P. 515-520.

5. Freeman A. F. Clinical manifestations, etiology and patho-
genesis of the hyper-IgE syndromes / A. E Freeman,
S. M. Holland // Pediatr. Res.— 2009.— Vol. 65.— P. 32-37.

6. Novel signal transducer and activator of transcription 3
(STAT3) mutations, reduced T (H) 17 cell numbers,
and variably defective STAT3 phosphorylation in
hyper-IgE syndrome / E. D. Renner, S. Rylaarsdam,
S. Anover-Sombke [et al.] // J. Allergy Clin. Immu-
nol.— 2008.— Vol. 122 (1).— P. 181-187.

7. bouaposa K. A. Inddepennmanrpuas AMArHOCTUKA
runep-IgE-cuanpoma (cuugpoma Mosa) n rumnep-IgE-
cocrosinuii / K. A. Bouaposa // MexayHap. Hay4.-uc-
caen. xkypH.— 2012.— Ne 6-2.— C. 68-71.

8. Minegishi Y. Molecular explanation for the contradiction
between systemic Th17 defect and localized bacterial in-
fection in hyper-IgE syndrome / Y. Minegishi, M. Saito,
M. Nagasawa // J. Exp. Med.— 2009.— Vol. 206 (6).—
P. 1291-1301.

MEIUIITHCKOM HAOMIOIEHUH TIeJINaTPa, IyIbMOHOJIOT,
ajeprosora Jijisi CBOeBPeMeHHON IMarHOCTUKY 1 Jie-
yeHUS MHPEKIIMOHHBIX 3a00I€BAHNT, TIPELYTTPEKIC-
Hug GOPMUPOBAHUS XPOHUYECKOTO BOCIAJINTEIHHOIO
npoitecca B GPOHXOJIETOYHON CHCTEME.

9. Engelhardt K. R. Large deletions and point mutations
involving the dedicator of cytokinesis 8 (DOCKS)
in the autosomal-recessive form of hyper-IgE syn-
drome / K. R. Engelhardt, S. McGhee, S. Win-
kler // J. Allergy Clin. Immunol.— 2009.— Vol. 124.—
P. 1289-1302.

10. Xaumos P. M. VMmmyHOmeUNIUTH: AMATHOCTHKA
n nmmyHotepanus / P. M. Xautos // Jlewanmuit Bpau.—
1999.— Ne 2 (3).— C. 27-36.

11. Infectious complications of the primary immunodeficien-
cies / E. R. Steihm, T. W. Chin, A. Haas, A. G. Peerles //
Clin. Immunol. Immunopathol.— 1986.— Vol. 40.—
P. 69-86.

12. Schimke L. F. Diagnostic approach to the hyper-IgE
syndromes: Immunologic and clinical key findings
to differentiate hyper-IgE syndromes from atopic
dermatitis / L. F Schimke, J. Sawalle-Belohradsky,
J. Roesler // J. of Allergy Clin. Immunol.— 2010.—
Vol. 126 (3).— P. 611-617.

13. Buckley R. H. Extreme hyperimmunoglobulinemia E and
undue susceptibility to infection / R. H. Buckley,
B. B. Wray, E. Z. Belmaker // Pediatrics.— 1972.—
Vol. 49.— P. 59-70.

14. Grimbacher B. Hyper-IgE syndromes / B. Grimbacher,
S. M. Holland, J. M. Puck // Immunol. Rev.— 2005.—
Vol. 203.— P. 244-250.

15. STAT3 mutations in the hyper-IgE syndrome /
S. M. Holland, E. R. DeLeo, H. Z. Elloumi [et al.] //
N. Engl. J. Med.— 2007.— Vol. 357.— P. 1608—1619.

16. Mutations in STAT3 and diagnostic guidelines for
hyper-IgE syndrome / C. Woellner, E. M. Gertz,
A. A. Schaeffer [et al.] // J. Allergy Clin. Immunol.—
2010.— Vol. 125.— P. 424-432.

KJITHIYHUIT BUIIA/IOK T'IIEP-IGE-CUHIPOMY
H. 1. AJIEKCEEBA

Onucano kiainiunuii Bunagox rinep-IgE-cunapomy (cunapom [I006a) y AMTHHU JOWKIJIBHOTO BIKY.
Hagezeno gitepaTypHi JaHi 0po KJIiHiYHi 0C00AMBOCTI nepebiry 3aXBOPIOBAHHS 3aJI€KHO Bil THIY

ycnaJkyBaHHs i AedeKTy reHis.

Knrouosi crnosa: nepeunnuii imynodedivyum, zinep-IgE-cundpom, cunopom /ucoba, dimu.

A CLINICAL CASE OF HYPER-IGE SYNDROME
N. P. ALEKSEIEVA

A case of hyper-IgE syndrome (Job syndrome) in a preschool child is described. The literature data
about the clinical peculiarities of the disease course depending on the type of inheritance and gene

defect are presented.

Key words: primary immunodeficiency, hyper-IgE syndrome, Job syndrome, children.
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