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CraTbs nocBsileHa 04HON U3 PEAKMX NaToI0r1i U3 rPymbl MePBUYHbLIX UMMYyHOAEOULUMTOB — runep-IgE-cuHapomy. ABTopbl
rpeacTaBAsOT KIMHUYECKUI Cydak M3 COOGCTBEHHOWN MPaKTUKM, a TaKKe 00630p COBPEMEHHbIX MTepaTypHbIX AaHHbIX
no fgaHHou 607e3HU. PaccMOTpeHbl BOMPOChI Hac/AeA0BaHKWS, NMaToreHe3a, KIMHUYECKMX [POSIBIEHUM, a TakXKe auar-
HocTuKM runep-IgE-cuHapoma. lNoKkasaHbl pa3nnyus B Te4eHum 601e3HM Npu pa3HbiX TUNax Hacae[0BaHns — ayTOCOMHO-

AOMWHAHTHOM, @yTOCOMHO-PeLEeCCUBHOM.

KnioyeBble cnoBa: nepBUYHbIN MMMyHOﬂe¢MuMT, I'MI'Iep-IgE-CMHﬂpOM, HacsegoBaHune, 3TUOJ1I0rns, natoreHes, KJIMHn4ecKoe

TeYeHue, AMarHoCTUKa, Je4eHune, 4eTu.
(Meanatpuydeckas papmaxonorns. 2013; 10 (1): 54-60)

OTHOCKTENbHO HM3Kas pacnpoCTPaHEHHOCTb MEepPBUY-
HbIX MMMyHogaeduumTtoB (MNA) B nonmynaumu, natoreHe-
TMYecKas pa3HOpPOAHOCTb M OTCYTCTBME cheundUyecKunx
[ONS KOHKPETHbIX HO30JIOTUYECKUX DOPM  KIIMHUYECKUX
MapKepoB CYyWECTBEHHO 3aTpyAHAeT WX AUArHOCTUKY.
B 6onbwunHCcTBE cnyvyaeB aunarHoctuka [N 6a3upyeTtcs
Ha aHanM3e WUCTOPUKM 3aboneBaHUs U KU3HU GONIbHOrO,
[JaHHbIX CEMEWHOI0 aHaMHe3a, KITIMHUYECKUX MPOSBIIEHUN
MMMYHHOW HEeAOCTaTO4HOCTU W ornpefeneHun UMMYHHOro
nedekta. KnuHuyeckue npossnernus MU manudecTu-
PYIOT YacTbiMM, TSXKENO MpPOTEKaWMUMU MHDEKLMAMM.
MoparkeHns pecnMpaTtopHOro TpakTa ABAAOTCA Hanbonee
TUMWYHBIMW: OCTPble U XPOHUYECKUE OPOHXWUTbI, OTUTHI,
CUHYCUTbI, NOBTOPHbIE MHEBMOHMM C 06pa30BaHNEM MHEB-
mMartoLuene, N1eBPUTbl, CUHYCUTbI MPOTEKAIOT TSAXKENO U ANn-
TeNbHO, aHTUGaKTepuanbHasa Tepannusg UMeEeT BPEMEHHbIN,
Henpoao/KUTENbHbIM 3addeKT [1]. CneayeT y4uTbiBaTb,
4yTo B psae cnyvyaeB noseneHuve cumntomoB [N pac-

TArMBaETCA Ha rofbl, U 3TO OOCTOATENbLCTBO 3aTPyAHSAET
CBOEBPEMEHHYIO AMAarHOCTUKy M nedveHve. Kpome Toro,
HepeaKko M3MeHeHUss B uMmyHorpamme npu MU moryt
B M3BECTHOM CTeneHu coBnajaTb C TaKOBbIMU MpPU OTCYT-
CTBMMW Yy NauueHTa nepBMYHOro MMMyHoaedbuuuTa. 370
0COBEHHO XapaKTepHO AN peAKOoro NepBUYHOr0 MMMYHO-
aeduunta — runep-IgE-cuHapoma (CUMHOHUMBbI: CUHAPOM
baknu, cuHapom [ko6a). MNpu aTom 3aboneBaHUn O4HUM
13 onpeaensowmnx AMarHoCTUHECKUX Npmu3HaKoB 3abone-
BaHWs ABNAETCH 04EeHb BbICOKMM YPOBEHb CbIBOPOTOYHOIO
nmMmyHorno6ynuHa (Ig) E. OaHako, M3BECTHO, YTO BbICOKUM
YPOBEHb CbIBOPOTO4HOrO IgE BCTpeyvaeTcs npu annepruye-
CKMX, Napa3uTapHbIX 1 psae BUPYCHbIX 3a60/1eBaHUAX, YTO
onpeaensiet CNoXHOCTH B AnddepeHuanbHON AMarHoCTH-
Ke [2, 3]. Kpome Toro, 3aTpyaHaeT AMarHoCTUKY 3TOro nep-
BMYHOIo UMMYyHOAedUUMTa PAL CUMNTOMOB, Ka3anochb Obl
Janeknx oT UMMYHONOTMYECKUX HapYLLEHU — MOpaXKeHUs
CTPYKTYP COEAUHUTENBbHON TKaHW.
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The article is dedicated to one of the rare primary immunodeficiency pathologies — hyper-IgE-syndrome. The authors present a clinical
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M3noxeHHoe ybeanTenbHO NOATBEPXKAAET Halle KIWHU-
YecKoe HabnogeHue.

Anpap K. (poa. 25.04.2009 r.) nocTynun B rOpOACKYto
LETCKYI0 KIIMHUYECKylo 60nbHULY N2 2 uMmeHu akajeMuKa
B.M. bucsipuHon B Bo3pacTe 3 fieT 2 Mec AN YTOYHEHUS
[MarHo3a c xanobamu Ha cnabo 3yasllylo CbiMb Ha AuLe U
BOJIOCMCTOM YacTW rofIoBbl C THOMHUYKOBbLIMWU 3NIEMEHTAMM.

N3 aHaMHe3a }XM3HU U3BECTHO, YTO PEOGEHOK OT BTOPOM
6epeMeHHOCTH, NepBbIX poJoB (NepBasi 6epeMEHHOCTb —
HepasBuBlUMKCS nnoa). HacTtosauwas 6epeMeHHOCTb Mpo-
TeKana Ha GoHe aHeMUM NIErKOW CTeNeHU, Npu yrpose npe-
pbiBaHna ¢ 12-in Hep rectaumu. Poabl B CPOK, C Maccow
Tena 3520 r, annHon 52 cm. OueHka no wkane APGAR 9/9.
3aKpuyan cpasy, K rpyav nNpuioxuin B poauibHOM 3ane.
[pyaHoe BCKapmnmMBaHue o 1 roaa.

Matepu 1 oTuy no 33 roga, cyutatloT cebs 340POBbLIMMU.
ANNeprosornyeckmui nu reHeanorMyecknin aHamHes 6e3 oco-
6eHHOCTEN.

Ha nepBoM mecsiLe KM3HU Ha BOSIOCMCTOM YacTU rono-
Bbl U Mue pebeHKa nosiBunacb nanynes3Has Cbilb C eau-
HUYHBIMW BE3UKYNOMNYCTY/IE3HbIMU 3NIEMEHTAMKN U cnabbiM
3yaoMm. CbiNb HOCKNA PELMAMBUPYIOLLMI XapaKTep, HECMOTPS
Ha NpUMeHeHWe Ma3en C aHTMOUOTMKaMM, 4YTO SBWUSIOCH
OCHOBaHMWEM K NPoBeAeHWI0 BaKLUMHaLUUKU N0 MHANBUAYab-
HOMY KaneHgapto. lNocne 1 roga — MeOMUMHCKUMK OTBOA
OT MPUBUBOK.

B 8 Mec KOHCynbTMpOBaH anfnepronoroMm, BbiCTaBAEH
AMarHo3: «ATonuyeckuin gepmatuT mnageHyeckas dopma,
OCNOXHEHHbIW cTpenToaepMunen». MecTHO Ha3HayeH Kpem
Tpnaepm ¢ XOpowWnM KiMHUYecKnMm addekToM. B panbHen-
weM y anneprosora-MmMmmMyHosniora He Habnogancs, Hecmo-
TPS Ha NPOAo/IKAaloLWMECH PeELNaNBbI THOMHON UHOEKUMU —
8 5N1300B rHOMHOrO OTUTA.

B Bo3pacTte 1 roga 3 mec 6€3 BblipaXEHHOro NOBPEX-
Jawouiero gaxktopa 6bi1 3adPUMKCUMPOBAH MEPENOM KOCTew
npaBoOro npeanfiedybs B HUXKHEN TpeTu. Mecsuem nosxe
JIeYnncsa B XMPYPru4ecKOM cTalMoHape rno nosogy KapoyH-
Kyna n1eBorn NoYKW. Ha BTOPOM rofly W3HWU ABax bl nepe-
60/1en NHEBMOHUWEN, Nlevnncs 3a npegenamum PoccumicKon
depnepaumm.

B cBS13K ¢ peunaMBUpPYIOLIMMU THOMHLIMU UHDEKLMAMMU,
NepCUCTEHLMEN CbINMKU Ha NWULE C THOMHWUYKOBBLIMW 3N1E€MEH-
TaMn U cnabbiM 3yaomM pebeHOK 6bln rocnutann3vpoBaH
BO BTOpoe neauatpuyeckoe otaenenue IAKBE N2 2 nmeHn
akagemuka B.Tl. BucsapuHon B Bo3pacte 1 roga 11 mec
(AHBapb, 2011) ans npoBeaeHUss UMMYHONOTMYECKOro oberne-
JoBaHua. B MMMyHOrpamme, KpoMe yBeMYeHus obLiero
ypoBHs IgE o 249 ME/mn (Hopma < 60 ME/mn) n mapke-
poB nepcucteHumn — uutomeranosupyca (LUMB) n Bupyca
AnwrtenHa—bapp (B3b), Bce uccnenoBaHHble noKasaTenu
OblIn B Mpeaesiax HOpMbl: OCHOBHbIE KacCbl UMMYHOIJ10-
6ynrMHoB, cybnonynauun nuMepoumnToB, nokasaTtenu daro-
UMTapHOro 3BeHa WMMMYyHUTETa. Bbin BbICTaBMAEH AMArHo3:
«ATONUYecKun pepmatut, MnageHvyeckas dopma, CTpento-
aepmus, MUKCT-uHdekumnsa LUMB, B3b, akTBHaa dasa, Kak
pesynbraT BTOPUYHOro MMMyHoaeduuymtar. OGHOKPaATHO BHY-
TPMBEHHO NEepenut UMMYHOIMNOOYINH 4YEenoBEYECKUA HOp-
ManbHblM 25 M. PeKOMeHZOBaHO HabnweHue y UMMy-
HoMora, ofHaKo, POAUTENN PEeKOMEHAaLUUU He BbINOMHSIN
W He SBNSJIMCb Ha KOHTPOJIbHbIE 06CNe0BaHM.

B Bospacte 2 net 2 Mec AMarHoOCTMpOBaH nepenom
npaBon, yepe3 2 Mec — 1eBOM 60nblebepLOBON KOCTH,
elle Yyepes 1 mec — nepesioM HUXHen TpeTn nesoro 6eapa

Puc. 1. I3meHeHns Ha Koxe
nua

Puc. 2. PyGel, nocne nevyexus
abclecca NoYKu

6e3 cmelleHus. Habnogancs xupypramun-optonegamun. KoH-
CYNbTMPOBaH Bpa4yoOM-TeHETUKOM, B pe3y/nbTaTe BbICTaB/eH
anarHos: «HecoBeplleHHbIM OCTeoreHes»; pebeHKy Oblnia
odopmneHa UHBaNIUAHOCTb.

Ha TpeTbeM rogy *W3HW TpWxKabl (Mal, UIOHb U aBryct
2011 r.) ne4ynncs B XMPYPruyeCKOM KIWHWUKE B CBHA3M
¢ abclueccaMu vua M BOJIOCUCTOM YacTu ronosbl. B nocese
COofepXMMOoro abcueccoB Mnoy4eH MacCHBHbIM POCT 30/10TH-
CTOro cTaduIOKOKKa.

B aBrycte 2011 r. pe6eHOK MOBTOPHO HamnpasieH
Ha rocnutanus3aumnio B FAKBE N2 2 umeHu aKagemuKa
B.T1. BucspuHon ans UMMYHONOrMYeCKOro obcnefoBaHus.
Mpn ocmoTpe y pebeHKa 6bi1 BbigBAEH Mano60/I€3HEHHbIN
MHOMNBTPAT B NapapeKTanbHOW 061acTh, C HEM3MEHEHHOM
Hall HMM OKpPaCKOM KOXHOro MNOKpoBa, U pebeHOK O6bla
CPOYHO NepeBefeH 415 IeHYeHUa B XMPYPru4eCcKu ctaumo-
Hap. JpeHupoBaHue abcLecca U nposeaeHue aHTUOaKTe-
puanbHOW Tepanuu Jann XOPOLWWK KIMHUYECKUN SDDEKT,
pebeHOK 4YyBCTBOBaN ceb6A XOPOWO, U pPoAUTENU OTKa-
3a7ncb MOBTOPHO rOCMUTANM3MPOBATLCA B BbllEyKa3aH-
HOE€ MMMYHOJIOTMYEeCKOe OTAEeNIeHne, HECMOTPS Ha TO, 4TO
B MMMYHOJIOTUY4ECKOM aHannM3e MMENNCb CYLLECTBEHHbIE
M3MeHeHUs (Tabn. 1).

MpKn HacTosWwen rocnuTannMsauun camoyyBCcTBre pebeH-
Ka O6blJ10 yaA0BNETBOPUTENbHbIM. KOXHbIM MOKPOB Ha nuvue
W BOJIOCUCTOM 4acCTW TOJIOBbl C ManynonycTy/ie3HbIMU 3fie-
MeHTaMU, OTAeNbHble — MOKPbITbl F’EMOpparMyecKom Kopoy-
KOM (puc. 1), ¢ MHOIrO4YMUCNEHHbIMKU pyBYnKamu (nocneorie-
paumnoHHble, Nocne ApPeHMpPOBaHMNA abCLLeCcCOB) HA KOXHOM
NOKPOBE BOJSIOCUCTOM 4acTW ronoBbl M nuua. Koxa yucras,
oTMeYaloTcs mnocneonepaunoHHble pybubl Ha TynoBuLe,
B MapapeKTanbHOM 30HE (puc. 2). 3eB U BUAUMbLIE CIIU3K-
CTble 000M104YKM He M3MeHeHbl. HocoBoe AbixaHne cBo6oa-
Hoe. BbicOKoe rotuyeckoe He60. Hag Nnerkumun nepKyTopHbIn
3BYK HE U3MEHEH, AblXxaHWe nyapunbHoe. YactoTa AbixaHus
20 B 1 MuH. ToHbl cepaua SiCHble, PUTMUYHbIE, TPaHWULbI
cepaua B npeaenax BO3pacTHOM HOpMbl. YacToTa cepaeu-
HbIX COKpalleHnin 88 B 1 MUH. lleyeHb y Kpas pebepHown
ayrn. CeneseHka He nanbnupyetcd. Ctyn odOpMAEHHbIN.
MouyeuncnyckaHmsa cBoO0OAHbIe, 6€360/Ie3HEHHbIE.

B KNMHMYeCKOM aHann3e KpoBW KOIMYECTBO NIEMKOLIUTOB
10,1X10%2/n, 303uHOGUNMS 9%, OCTasbHble NapameTpsbl
reMorpaMmbl He U3MEHEHbI. AHaNM3 MO4YM HOPMasbHbIN.

ONeKTpo- M 3axoKapauorpaduyeckoe obcnegoBaHue
NaToNOrMYECKUX U3MEHEHUI He BbiiBUIO. R-rpadusa opra-
HOB FPYAHOM KNETKMN 6€3 OTKIOHEHUIM OT HOPMbI.

Pe3ynbraTbl MMMYHONIOMMYECKOro ob6cnefoBaHus nepes
nepeBoAOM B XMPYPrUYECKYD KIMHWUKY W MPU HacTosiwen
rocnutanusaumu npeacrasfeHbl B Tabn. 1.

NEAUATPUHECKAA ®APMAKOJI0TUSA /2013/ TOM 10/ Ne 1



PepKkue 6onesuHu

Ta6nuuya 1. MmmyHorpammbl Aigapa K.

Noxasarenn [ara uccneposanus
01.09.2011 r. 25.04.2012. Hopma
Mapkepbl num¢poynToB
CD3, % 70 69 54-82
CD4, % 39 37 30-50
CD8, % 34 32 18-38
CD20, % 30 15 6-22
CD16, % 9 20 6-18
HLA-DR, % 30 32 14-25
PU 11 1,2 1,2-2,0
IMoka3aTtenn, xapakKtepu3ayiowue ¢paroynTos
HCT cnoHT., % 34 26 6-12
HCT ctum., % 68 104
KoadduruneHT npupocta 2,2 3,6 3,2-10
JNewkouuTbl, abe., r/n 12,7 11,1 3,56-11,48
He#tpodwunel, abe., r/n 3,18 6,22 bonee 0,9
darouuTapHas akTUBHOCTb, %
e yepe3 30 MuH 66 61
* yepes 120 MuH 42 35
daroumTapHoe yncno (30 MuH) 5,76 8,69 Bonee 4
HUmMmyHOrnoGynnHbl
IgG, r/n 13,28 11,72 5,3-11,48
IgA, r/n 1,36 11 0,2-0,9
IgM, r/n 2,18 1,68 0,59-1,79
IgE, ME/Mn 2421 1797 MeHee 60
Apyrne nokasarenn

CradumnokokkoBble AT, ME 2 4 0-1
AC/-0, ME/mn MeHee 165 MeHee 165 MeHee 250
CPB, mr/n 1,88 0,73 MeHee 5
AT k BB
e |gM K KancugHomy 6enky, Ol cbiB. 1,4 1,03 Menee 0,31
e |gG K paHHeMy 6eniKy, Ol cbiB. 2,2 0,78 MeHnee 0,27
e |gG K agepHOMy 6enKy, y.e./Mn 19 34 MeHee 5
IgG K repnecsupycy 6-ro Tvna OTp. OoTp. OoTp.
IgG K onucTopxam OTp. OTp. OTp.
18G K nAmM6anam Ortp. OTp. OTp.
IgG K TOKCOKapam Orp. OTp. OTp.
IgG K ackapvaam OTp. OTp. OTp.
IgG K Chlamydophila pneumoniae OTtp. OTtp. OTp.
IgG K Mycoplasma pneumoniae Orp. OTp. OTp.

MpumeyaHne. UPU — MMMyHOPEaKTUBHBbIN UHCYIMH, HCT — TecT BOCCTaHOBNEHUS HUTPOCUHEro TeTpaldonus, AT — aHTuTena,
ACJ/1-O — aHtucTpentonnaunH-0O, CPb — C-peaKTnBHbI 6enok, BOb — Bupyc dnwTteiHa—bapp, O cbiB. — onTMYecKas NA0THOCTb CbIBOPOTKM.

CToViKoe NoBbIlWEHNE YPOBHS CbIBOPOTOYHOrO IgE B coye-
TaHWK C YNOPHO peuunansupylollen ctadbmnoKOKKOBON UHDEK-
LMen, HeCMOTps Ha AOCTAaTOYHbIM CUHTE3 aHTUcTabuno-
KOKKOBbIX @HTUTEN, 3K3EMaTO3Hbl€ BbICbIMaHUS Ha KOXXHOM
NMOKPOBE, TOMKOCTb KOCTEN — BCE 3TU NMPU3HAKKU NO3BOJIU-
/1N HaMm AWMarHoCcTMpoBaTb MEPBUYHbIA MMMYHOAEPUUMT —
runep-IgE-cuHapom.

Mpn conoctaBneHUU KIMHWKO-NabopaTopHbIX AaHHbIX
Hallero nauueHTa Co CKPUHUMHIOBOW CUCTEMOM, 0O06pEH-
Hon NIH (National Institutes of Health, USA), 66110 nonyye-
HO 6onee 44 6annos (Tabn. 2). OTCyTCTBUE B reHeanorunye-
CKOM aHamHe3e cny4yaeB runep-IgE-cuHapoma no3sonuso
NpPeanonoXuTb crnopaguyeckyo mytauuio STAT3 (signal
transducer and the activator of transcription 3). 310 yTBEPX-




Ta6nuua 2. CKpMHUHIOBas cMCTEMa KIMHUYECKUX U NabopaTopHbIX MPU3HaKoB npu runep-IgE-cuHapome, ogobpeHHas NIH (HaunoHanbHbI

WMHCTUTYT 310p0BbA). LnT. no B. Grimbacher [4]

Bannbi
0 1 2 3 4 5 6 7 8 10
501- 1001-
YpoBeHsb IgE (IU/ml) <200 | 200-500 1000 2000 > 2000
A6CLEecChl KOXM Het 1-2 3-4 >4
MHEeBMOHMS (K-BO 3NM3040B) Het 1 2 3 >3
Monoctu
MapeHxMMaTo3Hble BpoHxo-
Het (nHeBMa-
aHOManuu Nerkux 3KTa3bl
Touene)
3ajepKKa BblinageHus Her 1 5 3 >3
MOSIO4YHbIX 3y60B
CKOn1o3, MmaKc. rpagycos <10 10-14 > 20
Mepenombl KOcTen Het 2 >2
700-
303uHOobUNbI (KN./ UL) <700 > 800
800
XapaKTepHble 4epTbl anua Het +/- EcTb
CpeavHHble aHomManuu* Het Ectb
ChbINb y HOBOPOXKAEHHOIO Het Ectb
OK3ema Het Nerkas CpefHeTsK. Taxenas
Pecnup. nid./rog 1-2 3 4-6 >6
Kananpos Het OpanbHbin Hortesou CuUCTEMH.
[p. cepbe3Hble HDEKLMK Het Taxenole
daranbHble UHOEKLNK Het Ectb
MNepmMobmIbHOCTb Het Ectb
JNiumdpoma Het Ectb
YBenuyeHue WupuHbl Hoca | <1 SD 1-2SD >2SD
Bbicokoe He60 Het EcTb
Bo3pacTHas KoppeKuus > 5 net 2-5 net 1-2 <1
roga roga

MpumeyaHume. ¥ — cpefiMHHblE aHOMaNUu: pacliennHa Heba, paclienneHune A3blka, aHoManuu No3BOHKOB U Ap.

[eHune cornacyetcs ¢ gaHHbiMu L.F. Schimke ¢ coaBT. [3],
noKasaBLWMMU, YTO CKpUHUHroBas cuctema NIH (40 6annos
1 BbllE) UMEET CUIIbHYIO MPAMYIO KOPPENSLMIO C HanM4Ynem
MyTaumn STATS3.

NcTopust M3ydeHus cuHapoma Hadvanacb B 1966 r., Kor-
fa Davis, Schaller 1 Wedgwood [5] onucanu AByX AEBOYEK,
Yy KOTOpbIX HabnoganuMcb 4YacTble pecnupaTopHble WMHObEK-
UMn, TSXenbln gepmaTtuT M peumauvBupyowme abelecchl
KOXM 6€3 BblparKEHHbIX NOKa/IbHbIX MPU3HAKOB BOCNaeHuUs
(T. H. XonofHble abcueccbl). ATOT CUMMTOMOKOMIMIEKC aBTOPbI
Ha3Banu cuHapom Ixoba (Job — 6MOGNENCKUI NepcoHaX,
TEN0 KOTOPOro 6b110 NOKPLITO FTHOMHUKaMK). B ganbHenwwem
R.H. Buckley ¢ coaBT. [6] ony6nnkoBana pab6oTty ¢ 6onee
[eTanbHON XapaKTEPUCTUKOM MOAOOHbIX KIMHUYECKUX CUM-
NTOMOB Yy ABYX Mafb4MKOB, C HaNW4YMEM Y HUX BbICOKOIO
ypoBHS IgE, 303MHOGUNNKU, U CUHOPOM Obl1 Ha3BaH UMEHeM
aBTopa. [lBymsa rogamu nosxe H.R. Hill ¢ coaBT. [7] ycTaHo-
BW/IU, 4TO CUHAPOMbI [)0o6a M baknn — no CyTu, OAHO U TO
e 3aboneBaHue. C NO3WUMN CErOAHSALWHUX 3HAHWUMN, CUH-
apom [xoba—-baknu onuckiBaetca Kak runep-IgE-cuHapom
(B aHrnuincKkom a6bpesuatype — HIES/Hyper-IgE-syndrome

unn HIERIS/Hyper-IgE recurrent infection syndrome, npea-
noxeHHbin R.H. Buckley, W. G. Becker [8]).

B cepeanHe 70-x rogoB NpoLLIoro CToeTUs UMeBLLIKECS
MMMYHOMIOrMYECKME HapyweHua npu runep-lgE-cuHgpome
ABUIUCb OCHOBaHWEM BKJIOYEHWS 3aboneBaHus B rpynny
NepBUYHbIX MMMyHOAeDULUMTOB [9]. IK3emMa/aTonUyYecKun
aepmatuT, abeLecchl, THEBMOHMUSA, KOXHO-CM3UCTbIN KaHaM-
[103, BbICOKMW CbIBOPOTOYHLIN ISE 1 303nMHOPUNNA — Hanbo-
niee TUNUYHble NPU3HaKKU 3TOro UMMyHogeduumuTa. [1na atoro
3ab60neBaHNs BeCbMa XapaKTEPHO MOSIBJEHUE YyXe B nep-
Bble AHW MOC/E POXKAEHUS CbIMKU C HE O4YEHb TUMMYHOW ANs
CUHAPOMa aTOMUYECKOM 3K3EMbI/AepMaTuTa NToKanm3aumnen
[4]. Mopdonornyeckne M3MEHEHUsT KOXHOIo NMOKpoBa Mpw
3TOM CUMHAPOME XapaKTepPMU3YTCs 303UHODUNBHON MHPUNb-
Tpaumen 1 HOCAT YepTbl 303UHOPUNIBbHOrO donnmkynuta [10].
BbICOKMI ypOBEHb CbIBOPOTOYHOTO IEE M 303nHOGUNNSA > 5%,
no gaHHbiM L.F. Schimke ¢ coaBT. [3],— 3TO BbICOKOYYB-
CTBUTENbHbIE NMPU3HAKKU runep-IgE-cuHapoma, HO manocne-
UMbUYHBIE U HE NO3BONSIOT OT/IMYUTL BONbHBIX C runep-IgE-
CMHAPOMOM OT feTen C aTONUYECKUM AepMaTUTOM. YyeHble
YCTaHOBUAN 7 KJOYEBbIX ANa runep-IgE-cuHapoma npusHa-
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Ta6auuya 3. KnuHuyeckune pasnuumsa AQ n AP runep-IgE-cuHapoma

Tun HacnepoBaHus

CuMnToMbl
AyTOCOMHO-A0OMUHAHTHbIN AyTOCOMHO-peLleCCUBHbIV

XpoHunyecKas aKk3ema [a [a
Peunansumpytolime abeuecchl [Ja Ha
PeuunanBupytowme nHEBMOHUK [a [a
MHeBmaToLENE [a
IgE (IU/ml)* 1875-58200 1700-45000
ABCONIOTHOE KOTMYECTBO 303MHODUIOB B M 726-2034 2500-18000
LlepebpanbHble CUMATOMBbI** Ectb Ectb
Backynutbl Het EcTb
KOHTarnosHoln MoTIOCK Het Ectb
[epnecBupyCHblEe OCNOXHEHMUS Het EcTb
PeuunanBupytolwme nepenombsl Kocten EcTtb Het
CKonnos Ectb Het
MneppacTaxmnMocTb Ectb Het
3afeprKKa MOSTIoYHbIX 3y60B EcTtb Het
JleTanbHOCTb Bapocnbie Jetn

MpumevaHue. * — IgE ypoBEHb NOBbILIEH NPW NEPBUYHOM AUArHOCTUKE, MPU YCTAaHOBNEHHOM AMArHO3e B3POC/ble MOryT UMETb HOPMasbHbIN
ypoBeHb IgE; ** — nauueHTbl ¢ ayTOCOMHO-A0MUHAHTHBIM TUNOM HacNeA0BaHUA MOTYT UMETb BbICOKYIO 4acTOTy HEUMAEHTUDULMPOBAHHbIX
UBOs T2 runepuHTeHcnBHOCTEN B ronoBHoM Moare (Unidentified bright objects T2 hyperintensities) (66%) # NOBbILWEHHYO 4acToTy

NnaKkyHapHbIX MHdapkToB (15%). Uut. no B. Grimbacher ¢ coaBrT. [13].

KOB, cneumMdU4HOCTb KOTopbIX > 85%: abcuecchl BHYTPEHHMX
OpraHoB, Apyrue Tsxenble MHGEKLMKU, MHEeBMaTOLeNe, KaH-
ONO03 KOXW U HOTTEW, MepesiomMbl KOCcTen 6e3 afeKBaTHOM
TpaBMbl U NOJIOXKUTENbHBIA CEMENHbBIM aHaMHe3.

B. Grimbacher ¢ coaBT. [11] npu n3y4eHun 30 nauneHToB
¢ runep-IgE-cMHapoMoM 1 70 UX POACTBEHHWKOB HaLLW, 4TO
3aboneBaHMe Hacnefgyetcs No ayTOCOMHO-AOMWHAHTHOMY
TUNY U NPOSIBASETCA HE TOIbKO HapylleHWeM MMMYHHOro
roMeocTasa, HO M UBMEHEHUAMM 3yBOYENIOCTHOrO annapara,
KOCTHOrO CKeneTa, COeANHUTENbHO-TKaHHbIX CTPYKTYP.

B 2004 r. E.D. Renner ¢ coaBT. [12] ycTaHOBU/K ayTo-
COMHO-pPEeLLEeCCUMBHbIN TUN HacneaoBaHus runep-1ge-cuHapo-
Ma, NpU KOTOPOM MMeloTcs o6Limne U psif OTJMYMTENbHbIX
NPM3HaKOB OT ayTOCOMHO-AOMWMHAHTHOrO BapuaHTa 3a6o-
neBaHusa. Hanbonee TUNUYHbIE KIMHUYECKME 1 nabopatop-
Hble NPU3HaKn 060MX BapuMaHTOB HacneaoBaHus runep-IgE-
CcuHApPOMa npeacTaBfeHbl B Tab. 3.

XapaKTepucTuKa KIMHUYECKUX NPOSABNEHUN runep-IgE-
CUHAPOMA He UcYepPnbIBAEeTCs CUMNTOMaMM, NPUBEAEHHBLIMU
B Ta6. 2. MNauneHTbl ¢ KNacCU4YEeCKMM BapMaHTOM NaTonornm
(@ayTOCOMHO-AOMUHAHTHbIM TUMOM HacneoBaHWsa) UMeELOT
NOBbIWEHHbIA PUCK ayTOMMMYHHbIX 3a00/1€BaHNN, TaKMUX KaK
CUCTEMHasi KpacHas Bon4YaHKa [14], agepmaTomMmnosut [15];
y HUX Yalwe pasBuBatoTcs nnmdonponmdepatuBHble 3a60-
neBaHua [16, 17], cocyaucTble HapylweHus [18].

AyTOCOMHO-PELECCUBHbBIV BapuaHT 60/1€3HM B OTIMYUE
OT ayTOCOMHO-JOMWHAHTHOIO XapaKTepuadyeTca npeapac-
MONOXEHHOCTbIO K TXKENbIM FPUOGKOBLIM M BUPYCHbLIM Mopa-
KEHUSIM KOXKHOr0 NOKpoBa (BMpPYCbl NPOCTOro repreca, ono-
fiCbIBalOLWEro reprneca, KOHTarMo3HOro MOJIIIOCKa U BUPYC
nanunnombl Yenoseka) [19, 20]. MNpu 3TOM BapuaHTe 3a60-
NleBaHMA oTMeYvaeTcsl 60siee BbICOKasi CMEPTHOCTb B IOHOM
BO3pacTe oT cencuca [21].

HapyweHna MMMyHHOW cucTembl NMpu runep-IgE-cuHa-
pome oTanyatoTcs BapuabenbHOCTbio. BbiaBASAUCE Hapy-
weHns cuHtesa T numdountamu uHTepdepoHa (IFN) v,
ancbanaHc Thl/Th2 cy6nonynauun numboumtoB [22],
HapyleHns cuHTe3a aHTuTen [23], CHWXeHue nonyns-
UMM mMemopuanbHblX T AMMAOOULMTOB, CHUXKEHWe runep-
YyBCTBWUTENIbHOCTU 3aMeASIeHHOro Tuna [24], HapyleHus
XemoTaKcuca HenTpodunoB [7, 25], CHUXKEHUE NPOAYKLIUK
WKW HapylweHWe pearnpoBaHUsA KIETOK Ha WHTEPNenKuH
(IL) 4 n IFN v [26, 27] v ap.

Bce 3T UBMEHEHUSI MIMMYHHOWM CUCTEMbI HE PacKpbIBasu
NMPWYUHBI BbICOKOM BOCMIPUMMYMBOCTU K MHOEKLMSM Y NaLm-
eHToB C runep-IgE-cuHapomoM. M3BECTHO, 4YTO YPOBEHb
CbIBOPOTOYHOro IgE y 60nbHbIX aTtonuyeckumun 3aboneBa-
HUSIMU, MPU TIUCTHBIX UHBA3USX B PSAE ClyYaeB MOXKET 6biTb
COMOCTaBMM C YPOBHSIMWM MNpw runep-IgE-cuHgpome, ofHa-
KO, NpU 3TUX 3aboneBaHUsX He HabngaeTcs CToNb SAPKUX
MHPEKLIMOHHBIX OCNOXHEHUIW. Bonee Toro, 3T HapyweHus
B MUMMYHHOW CUCTEME HE OOBACHAIN TPOMHOCTb KOMHOMO
NMOKPOBa M PECNUPATOPHOro TpaKTa K MHOEKLMSAM, PaBHO Kak
1 BOBJiIe4YEeHWe B NaToNOrM4ecKuit npoLecc 3y604entoCTHOro
annapara, KOCTHOM CUCTEMbI U APYruX COeAUHUTENIbHOTKaH-
HbIX CTPYKTYp. B. Grimbacher [11] BbicKa3an npeanonoxe-
HUWe, 4TO Npu runep-IgE-cnHapome nmeetr MecTo HapyweHue
PErynsTOpHbIX MEXaHU3MOB B KNETKax U MOSiEeKynax 06LmxX
N5 BCEX 3TUX TKaHEN — B MOHOLMTaX U MX AepuBaTax Uau
B 9HAOTENMNANbHbIX KNeTKax.

B nocnefHue rofbl 6bl10 yCTaHOBJIEHO, YTO runep-IgE-
cuHapom obycnosneH mytauunen STAT3, DOCKS, v Tyk2 [28].

Mpn ayTOCOMHO-A4OMWUHAHTHOM W CroOpagM4eCKOM Bapwu-
aHTax runep-IgE-cuHapoMa MMMYHHbIE HapyLIeHUsS 06yCNoB-
NleHbl TeTePO3UroTHOM MUCCEHC-MyTaUMen, Unu peneuuen
BHYTPM paMKu cyuTbiBaHua (in-frame deletions) STAT3




[29-31]. MNoKasaHo, 4To STAT3 urpaeT BaxKHeWLWy pPoib
ansa IL 6-onocpepgoBaHHon perynaumn Thl7 nvmdounToB.
dTta cyénonynauma nMMOOLUTOB MpoayLMpyeT NpoBocnanu-
TeNbHble UMTOKMHbLI (IL 17), KoTopble o6ecrneymMBaloT aHTU-
CTadUNOKOKKOBYIO M aHTUYHrafbHyl0 3alluTy OpraHu3ma
x03auHa [32, 33]. MnomopdHasa mMyTauma STAT3 y nauneH-
TOB ¢ runep-IgE-cnHapoMom conpoBOXKAAETCA HapylWweHHOM
andodepeHumpoBkon Th17 AMMPOLUMTOB U HUSKUM YPOBHEM
CUHTE3a MX UMTOKMHOB — IL 17A v IL 17F. 3TM UMTOKUHbI
UrpatoT BaHy0 poJib B NpuUBAeYeHUU HenTpodunos [34],
TOoraa Kak IL 22 nHayumpyeT CUHTE3 KepaTUHOLMTaMK aHTK-
MUKPOOGHbIX 6€/1KOB — 3-2 1 -3 fedeH3MHOB Yepes B3anMo-
newncteue co STAT3 [35].

STAT3 wrpaet BaKHylo po/nb B nepefaye curHana gns
MHOIMX LUTOKMHOB, GaKTOPOB POCTa U FOPMOHOB, 4TO Onpe-
genset MHoroobpasue KIMHUYECKUX MPOSBNEHUMN runep-
ISE-cuHApOMa, BKIOYas aTOMUYECKUM AepMaTuT C BbICO-
KMM YPOBHEM CbIBOPOTOYHOro IgE, aHomMannnm KOCTHOro
cKkeneta, 3y60B U APYruX COeAUHUTENbHOTKAHHbIX CTPYKTYP
[13, 36-38].

Kaknm e o6pa3om cucTeMHoe HapyweHue audode-
peHunpoBku Th17 numdoumTtoB y naumeHToB c runep-IgE-
CUHAPOMOM 06ycnoBfvBaeT GaKTepuanbHOe MOoparKeHue
NPEMMYLLECTBEHHO PECMMPATOPHOro TPaKTa M KOMXKHOMo
nokposa? CornacHo runotese Y. Minegishi [39], kepaTuHo-
LUMTbl U anuTenuanbHble KNETKU GPOHXOB MOCTOSHHO Noa-
BepralTcsa BO3LENCTBUIO OKpYxKatowen cpeabl. O4eBnaHo,
YTO OHMW AOMIXKHbI OTIMYaTb UHOEKLMOHHbIE U HEUHDEKLU-
OHHble daKTopbl, 4TOObl M36eXaTb HEHY)KHOro BoOcnane-
HUA. KepaTMHOUMUTBI M 3nuTenuanbHble KNeTKU OGPOHXOB
3BOJIIOLUMOHHO BblpaboTann mexaHu3m: cnabo oTBedvaTtb
Ha NepBbIv CUTHAN, UAYLWMIA OT CUTHANbHbBIX MOJIEKYS BPOX-
[JEHHOro MMMyHUTETa. N5 CMHTE3a aHTUCTAadUIOKOKKOBbIX
GaKToOpPOB, HENTPOPUNIbHbLIX XEMOATTPAKTAHTOB WM aHTU-
MUWKPOOGHbIX 6€enK0B (AedeH3MHbl) UM HEOBXOAMMO CUHEP-
rMYHOE AEWCTBME KNACCMYECKUX LIUTOKMHOB M LIMTOKMHOB
Thl7 numdoumTtos. lMpu runep-IgE-cMHOPOME CUHEPTUY-
HOCTb OTCYTCTBYET M3-3a HapyleHus andbdepeHLMpoBKM
Th17 numdoumntos [40].

YctaHoBneHo, 4yto TLR2 KepaTMHOUMTOB M anuTenvanb-
HbIX KNeTOK 6POHXOB y 60/bHbIX ¢ runep-IgE-cuHapomom B
OTBET Ha NUraHAbl CNOCOGHbI CUHTE3MPOBATL aHTUGAKTEPH-
anbHble GaKTopbl, HO MX Konn4ecTBO MeHblue 10% ypoBHS
TeX KNETOK, KOTOopble MonyyYyanu ABOWHOW CTUMYN: OT LMTO-
KMHOB Th17 nMMAOOUMTOB M LUMTOKMHOB KIACCUYECKOIro
Kackaga [41, 42].

Y 60nbWKHCTBA OO0MbHBIX C ayTOCOMHO-PELECCUBHbIM
TUNOM HacnefoBaHus runep-IgE-cMHApoOMa BbiSiBIeHa rOMo-
3UroTHas TovyeyHas mytaumnsa DOCKS8 (dedicator of cytokinesis
gene 8), 4YTO BedeT K HapylweHWo cuHTe3a B6enKkoB, pery-
NUPYIOLLMX aKTUHOBbLIM uuTOcKeneT [43]. OTnn4mMTenbHowm
W Hanbonee xapaKTepHoOW YepTon 3TOro BapuaHTa 3abone-
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WHCTPYKLUUS (B COKPALLLEHUW). PernctpaumoHHbiii Homep: JIM-001412 ot 11.01.2012. CUH®JIOPUKC / SYNFLORIX (BakuuHa 10-BaneHTHasi THEBMOKOKKOBasi NosimcaxapugHas, KOHblormpo-
BaHHas ¢ D-npotenHoM HeTunupyemoii Haemophilus influenzae, cTon6HsAYHbIM U AU TepUitHbIM aHaToKCcMHaMmu, apcopbupoBaHHas). MOKA3AHUSA AN MPUMEHEHUSA. AKTuBHasi MIMMyHU3auus
pAeTell B BO3pacTe OT 6 Heflenb A0 5 NeT € uenbio NPoUNaKTUKN NHBa3NBHBIX 3a6oneBaHwii (BK/0HYas CENncuc, MEHNHIUT, MHEBMOHWIO, 6aKTepMeMIIo) U OCTPOro OTUTa CPEAHEro yXa, Bbi3biBaeMbIX
cepotunamu 1, 4, 5, 6B, 7F, 9V, 14, 18 C, 19 F n 23F Streptococcus pneumoniae. MIPOTUBOMOKA3AHUSA AN NMPUMEHEHMS. Mvinep4yBCTBUTENILHOCTb K JIIO60OMY KOMMOHEHTY BaKLuHbl. OCTpble
VH(EKUVOHHBIE N HEMH(EKLUMOHHBIE 3a6oneBaHnsi, 060CTPEHNE XPOHNYECKNX 3a601EBaHMIA SBNAIOTCS BPEMEHHBIMU NPoTUBONoKasaHusimu. CMOCOB MPUMEHEHUSA U A03bl. Cnoco6 BBeaeHus:
BaKUVHY creflyeT BBOAMWTb TOJIbKO BHYT) o! 3anp BBOAWUTb BaKUMHY BHYTPUCOCYAUCTO UNWN BHYT HO. Cxembl uun. PaszoBas fo3a BakuyHbl cocTaensiet 0,5 M.
HeTu B Bo3pacTe oT 6 Hepenb A0 6 MecsAUeB (BKNIOYMTENLHO). [TepBUYHAs UMMYHU3aUMs 3 O3aMU BaKLMH: ONTUMAIbHBIA BO3PaCT Ha4ana BakuMHaLmMm — 2 Mecsila XWU3Hu, a nocneayowme
NPUBMBKN — C MHTEPBAJIOM He MeHee 1 MecsiLa Mexay HUMKU. PeBakLuyHauuvio peKoMeHayeTCcs NPOBOANTL He paHee YeM Yepes 6 MecsLeB noce nocnefHein NpMBMBKY Kypca NepBUYHON BaKLMHALMN.
TNepBuyHas nMMyHuU3aLms 2 03aMu BaKLUMHbI: B TOM ciy4ae, Koraa CUHMNOPUKC Ha3Ha4YaeTCs B paMKax MacCoBOM MMMYHM3aLMK, CXeMa BaKLMHALWMKN MOXKET COCTOSITb U3 2 NMPUBMBOK C MOCNeayoLei
peBakuuHauveii. Jetu, poauBLIMeCs npexxaeBpeMeHHo (He MeHee 27 Hefleslb recTalum): PeKOMeHAO0BaHHAaA cXeMa MMMYHM3aLUun COCTOUT U3 3 NPUBMBOK C Mocnefytolleil peBakuvHauven. fletu, He
npouweawne Kypc BakuMHaLMW B Te4eHne nepsbix 6 mecsiues xusHn: [etv B Bo3pacte 7-11 Mecses: cxema UMMyHU3aLMi COCTOUT U3 ABYX MPUBMBOK C MHTEPBAJIOM He MeHee1mecsLa mexay
po3amu. PeBakuyMHUPYIOLLYIO 103y PEeKOMEHA0BaHO BBOAUTL HA BTOPOM rofly XXU3HU He paHee, YeM Yepe3 2 Mecsla OT Aathbl nocneaHei npusmeku. Jetu B Bospacte 12 mecsiyes — 5 sieT: cxema
BaKLMHaLMM COCTOUT U3 [BYX MPUBMBOK C UHTEPBAJIOM He MeHee 2 MecsLeB mexay no3amu. MOBOYHbIE AEI?ICTBI/ISL Hi T¢ , npueep, HWXe, nepe4ncrieHbl No cuctemam
opraHu3ma 1 B COOTBETCTBUM C HYACTOTOWN BCTPEYAEMOCTM A/ BCEX BO3PACTHbIX rpynm. YacTtoTa BCTPEHaeMOoCTH OnpeaensieTcs cneayowmmM obpasom: oyeHb Yacto (= 1/10), vacto (= 1/100 n < 1/10),
Heyacto (= 1/1 000 n < 1/100), pegko (= 1/10 000 n < 1/1 000). Co CTOPOHLI HEPBHOW CUCTEMbI: O4EHb YaCTO - COHNMMBOCTb, PEeAKO - (hebpunbHble n adhebpunbHbie cyaoporu. Co CTOPOHbI AbiXaTesbHOM
CUCTEMbI, OPraHoB rpyAHON KNIETKU U CPEAOCTEHUS: HEHacTo - anHOd y CUNbHO HEAOHOLIEHHbIX (£ 28 Hepenb rectauumn) getei (cMm. pasgen «Ocobble ykasaHus»). Co CTOpOHbI 06MeHa BELeCTB 1
MUTaHNS: O4eHb 4acTo - NoTepsi anneTuta. Co CTOPOHbI XKy [0YHO-KULLIEYHOrO TPaKTa: He4acTo - auapes, peota. Co CTOPOHbI MMMYHHOU CUCTEMbI: PEAKO - annepruyeckue peakumn. Co CTOpoHb!
MCUXUKN: O4EHb YacTo - Pa3fPaXKUTENIbHOCTb, HEYaCTO - NATONIOrM4eckuii nnayv. Co CTOPOHbI KOXU 1 MOAKOXHO-XXUPOBOM K/IETYATKU: PEAKO - Cbifb, KpanuBHULA. O6LYMe 1 MECTHbIE PeaKLn: O4HEHb
4acTo - 60Jb, MOKPACHEHMNe, NPUNYXI0CTb B MECTE UHBEKLMN, IMXOpajKa (pekTanbHo = 38°C, BO3pacT < 2 NeT), YacTo - YNIOTHEHNE B MECTE UHBEKLMK, InxopaaKa (pektansHo > 39 °C, Bo3pacT < 2
neT; = 38 °C, Bo3pacT 2-5 ner), He4acTo - reMaTtoma B MECTe UHBEKLN, FeMopparus 1 YraoTHEHNE B MECTE UHBbEKLMN, Nnxopaaka (pekTanbHo > 40 °C (oTMevanack npu peBakuvHaLuwm), BO3pacT < 2
nert; > 39 °C, Bo3spacT 2-5 net). OCOBbIE YKA3SAHUSA U MEPbI MPEAOCTOPO>XHOCTU NPU NPUMEHEHUW. Mepepn BakumHauvelt HEO6X0AMMO BbISICHUTL aHaMHe3, obpallasi oco6oe BHUMaHue
Ha npepbiayLe BaKLMHaLMN 1 BO3HUKHOBEHME BO3MOXKHbIX HEXXeaTesbHbIX IBJIEHNIA. YUnTbIBas BO3MOXHOCTb KpaliHe peikoro passutus aHahnnakTM4eckux peakuyii, aumeHT JO/DKEeH HaxoanTbCs
noA MEAULIMHCKUM HabnofgeHnem He meHee 30 MuH. Heo6xoauMo yunTbiBaTh NOTEHUMANbHBI PUCK anHO3 U HEOGXOAMMOCTb MOHUTOPUHIA AbIXaTesbHOW (hyHKUMN B Te4eHue 48-72 4 npu nepBUYHOIA
BaKLMHaLun feTei, POAVBLUNXCS NPeXAEBPEMeEHHO (< 28 Hepenb rectauvn). ®POPMA BbIMYCKA. CycneHsus ansi BHyTpUMbILLEYHOro BBeaeHus no 0,5 mn (1 fo3a) B wnpuue.

Bonee noapo6Hyto nHdopmaumio MoxxHo nony4nts B 3A0 “InakcoCmutKnsini TpenauHr’ no agpecy:
Poccus, 121614, Mocksa, busHec-Mapk “Kpbinatckue Xonmbl” yn. Kpbinarckas, gom 17, kopnyc 3, atax 5,
() Ten.: +7 (495) 777 89 00, chakc: +7 (495) 777 89 01
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