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RHPOEPEHUHANDHAA AHATHOCTHKA THNEP-IGE-CHHAPOMA
(CHHAPOM HOBA) H THNEP-IGE-COCTOAHHH

KA. BOYAPOBA' [lepBuunble UMMyHOAehuIUTHBIE cocrosuus (ITHUIC) —
A10. LIEPBHHA? OJIMH M3 CJIOKHBIX paslesioB HMMYHOJIOTHH. B Ioc/eHre roan
oTMeuaerca yBesndeHue yactorsl [IU]/IC, uTo conpsskeHo ¢ pi-
JTOM CepPbe3HBIX TePAEBTHUYECKUX U CONTMATBHBIX ITPOOJEM, MO-
CKOJIPKY JTaHHAas Ipynmna 3aboJieBaHUN sIBJIAETCA MPUUUHOU WH-
BaJIMTHOCTU OOJIBHBIX. B cTaThe mpe/icTaBiIeHBl JaHHEE 06 Ofi-
2)(PedeparbHblil HAYHHO-KAUHUMECK UL HoM m3 ITWUJIC — runeplgk-cunnpom (cuanpom Hora), a Takse
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Tuniep-IgE-cunapom Buepeble 6L omucad B 1966 roay Davis, Wedgewood, Schaller, u 0603Ha-
vajics Kak cuaapoM HMoBa. Beutn ommcaHsb! ABa KIIMHUYECKHX CITydyasi HAIlHeHTOB C SK3eMou (IepMaTu-
TOM), PEUIUBHUPYIOMNM (GYPYHKYIE30M, THIIEPMOOHIBHOCTRIO CYCTABOB, IEpPEIOMaMH B pPe3yJIbTaTe
HE3HAYUTEIBHBIX TPABM U HAJIMYIHEM XapaKTePHBIX uepT Jymna (rayboKo HocakeHHBIe IJ1a3a, IIHPOKAas
[IEPEHOCHIIA, BBICTYIIAIOIINNA MACCHBHBIN [TOAO0OPOIOK 1 IMHUPOKKL HOC). A B 1972 rogy Buckley momosawn
KJIUHUYECKYH0 KAPTHHY 3a00J1€BaHUA, OMICAB KJIMHUYECKHE CIIyYad ABYX MIBUUKOB CO CXOXKHUMHU BHEIII-
HUMH [IPU3HAKAMU U SKCTPEMAIBHO BBICOKHMU YpoBHAMU IgE, yeraHoBUB acconmanuio cuHapomMa Mosa
€ HOBBIINIEHHBIM coiep:kanneM IgE [1].

B nacrosiee Bpems rutiep-IgE-cunipom onpezensercs Kak lIepBUYHOe HMMYHOAepULUIUTHOE CO-
CTOSTHUIE, XapaKTepU3YIOIIeecs PENUANBIPYIOIINMEI KOKHBIMH abcIieccaml, IOBTOPHBIMH THEBMOHUSIMHE
¢ oOpazoBaHHEM ITHEBMOILIENE, SK3EMAaTO3HBIM JIEPMATUTOM U MOBBIIIEHHBIM COAEPKAHUEM B CHIBOPOTKE
Kposu IgE.

PazHooOpa3Hble KIWHUYECKIE CUMIITOMBI Y ITALMEHTOB ¢ rumep-IgE-cuaapomom 66111 0OBsICHE-
HBI TIocsie obHapyxeHUs Mytaruu STATS-reHa, Kak MPUYUHB! ayTOCOMHO-IOMUHAHTHOTO BapUAHTA TH-
nep-IgE-cuaapomva. B mepBoHauanpHOM coobmennn o STAT3-mytanum y mamueHToB ¢ rurep-IgE-
CHHIPOMOM OITHUCHIBAJIACH IOMHUHAHTHO-HeraTuBHasA mytanus B JIHK-cesizbiBaromem qomene STATS [2].
B Gosiee Mo3HUX UCCIEAOBAHUAX COODIAETCA 0 HATHYUU ABYX BUA0B MyTarui: /IHK-cBA3bIBatONUd U
SH2-nmomen [3]. Heckonpko 1103:xe 6pUTH OOHApy:KeHB! U Apyrue mytanuu STATS-reHa y MAIlHEHTOB C
ayTOCOMHO-IOMHUHAHTHBIM BapuaHToM rumiep-IgE-cuaapoma [4]. STAT3-ren — 5T0 reH, BKIIIOUEHHBIN B
CUTHAJILHYI TPAHCAYKITUI0 MHOKECTBA CEMEHCTB IIMTOKWHOB, BKItoUasa MJI-2/001mee ceMeHCTBO 1emod-
ku G (WI-2, WI-7, WI-9, UJI-15, UJI-21), NJI-6/gp130 cemeticTBo (JI-6, 1JI-11, MJI-27, IJI-31, miuiu-
apHBIU HelpoTpoduyecknil hakTop, oHKocTaTuH M, nHTHOVpYOIIYe JIeiiKo3 (haKTopbl), HHTEPGhEPOHEI,
u cemercrso WI-10 (UJI-10, WJI-19, WI-20, UJI-22, NJI-24, 1JI-26). STAT3-reH Tak:ke BOBJIEYEH B CUI-
HatbHBIe mytH WJI-12, WI-23, Flt3-nuragma, MakpodaraibHOrO KOJIOHHECTHMYIMPYIOImEro ¢axkTopa,
TPaHyJIOMUTAPHOTO KOJOHUECTUMYIHPYIOIIero $hakTopa, JIEITHHA U TOPMOHOB pocta [5]. Beuto mokaza-
HO Ha npuMepe desioBeka U STAT3-HOkayTHBIX MblIed, uro STAT3-MyTanusa uMeeT KIIOYEBYI0 POJIb B
CUTHAJIBHBIX IIyTAX MHOXKECTBA LIUTOKWHOB U 3aTparuBaeT MHOI'HE CUCTeMbl OPraHOB.

Hapymenus STAT3-nepegaun npuBOAAT K CIAEAYIOMINM U3MEHEHUSIM:

CD4+ T-nmumdouuTsr: HapyLIeHUA STAT3-1ieperauu 00y CIIOBIHBAIOT Jedunur
Thi7-mumbonuros u cHkeHne npoaykuwu WJI-10 [6]. Thi7-mumdorurel — 9T0 CyOHOITY IS
T-mumbonuToB, Xapaktepusywinasics npoaykuueid MJI-17A, WI-17F, WI-21, WI-22, NJI-26 u CCL20.
ATU UUTOKUHBI UI'PAIOT IJIABHYI0 HMMYHOJIOTHYECKYIO POJIb B 3allUTE [IPOTHB BHEKJIETOUHBIX 11aTOI'€HOB,
TaKUX KaK MUKOOAKTEPHUU W TPUOHL. Y MAIIUEHTOB C ayTOCOMHO-JIOMHHAHTHEIM ruriep-IgE-cuagpomom
umetorcsi Hapyuenus auddepennupopku Thi7-iumbonuror [7, 8] OHu 0GBACHSIOTCA HAPYIIEHHEM
nporecca pabotel STATS-reHa, 3aBucsamum ot MJI-6 — wiodeBoro daxropa nuddepeHIUPOBKH 1A
Thi7-mumdbonuros. Hapyienus paborel STATS-reHa CHIKAKT BO3MOxkHOCTh WJI-6 u WUJI-27 uHayuu-
poBats npoaykuuo NJI-10 CD4+T-nmumdonuraMu, 4To IPUBOAUT K HapylIeHUI0 cuHTe3a IJI-10.

B-mumdonutel: B imaNN STAT3-HOKAYTHBIX MBIIIEN OBUIO OOHAPYIKEHO, UTO STH MBI UMEIOT
HApYLUIEHHBIH AHTUTEJIOTeHe3 TMPOTHUB T-3aBUCUMBIX AHTHTEHOB. Y TMAIIHEHTOB C ayTOCOMHO-
JOMHUHAaHTHBIM ruriep-IgE-cunaapomMoM uMerorcss (pyHKLIHOHAIBHBIE HAPYIIEHUs CTPOeHusd aHTuTtesl. B
TO3KE BPEMS, Y STHUX IIALIMEHTOB OTMeYaeTcsd CHUKEHHOE KOJIMYECTBO U30TUII-IIePEKII0UeHHBIX B-KileTok
[IaMATH, U 3TO He accoluupyercs ¢ PyHKINMOHAIBHBIMY HapYILIEHUAMHU CUHTEe3a aHTHTe I WU HH(EKLIU-
OHHOI 3a00J1€BA€MOCTBIO AL[HEHTOB [9].
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MuenounHble KIIETKH: Y IAIIHEHTOB ¢ AyTOCOMHO-JOMUHAHTHBIM runep-IgE-cuaapoMom umeer-
CsI aKTUBALUS MIPOAYKIIHY IPOBOCHATUTEIBHBIX TUTOKHHOB. OTHUM U3 KOHTPPETYJISTOPHBIX MEXaHU3-
MOB BJIMSIHHUS ITPOBOCIAINTEIBHBIX [UTOKUHOB SIBJISIETCS] ayTOKPUHHAS npoayknusa 1JI-10 MueronaHbI-
MU KJIeTKamMu — Makpodaramu u moHouuTamMu. [IoCKOJIBKY B miepefiade curHasa c pererrropa MJI-10 yda-
ctByetr STATS-ren, sta WJI-10 onmocpenoBaHHas mepegada oTcyTcTByeT y STATS-HOKAYTHBIX MBIIIEH,
TakKe, KAK W Yy NAalUeHTOB C ayTOCOMHO-JAOMUHAHTHBIM runep-IgE-cuHApOMOM, HWMEIINX
STAT3-myranuio. AtoT gedeKT BEPOsiTHEE BCEro OIIMChIBAET IUIlePBOCIIAINTE/IbHbIE U3MEHEHU S, XapaK-
TepHbIe s runep-IgE-cuaapoma. HapyiieHne curHaibHbIX 1y Teli ¢ yaactreM Flt3-iuranza npuBoIuT K
HAPYIIEHUI) Pa3BUTHSI IeHAPUTHYECKHUX KJIETOK, YTO NPUBOAUT B pe3ybTaTe K CHIDKEHHUIO KOJIMYEeCTBA
JeHApUTHYIECKHUX KIeToK y STAT3-HOKayTHBIX MBbIIIEH [10].

OcTeoKJTacThl: HUTOKUHEI ceMelicTBa I1JI-6 urparwT posib B PAa3BUTHU U MOAIEPKAHUH OCHOBHOTO
roMeocTa3a KOCTHOU TKAaHH, W WX [eHCTBHE OIOCpeAyeTcs [epe3 CHUTHAJBHBIE IIyTH Mepeaavn
STATg3-rena. ITostomy Hapymenue STATS-niepeiauy MPUBOAUT K TIOBBIIIEHHOU KOCTHOU pe30pOIuu oc-
TeOKJIACTAMH. DTU HAPYIIEHUsI MOTYT OOBSCHATh KIMHUYECKHE CUMIITOMEI, CBSI3aHHBIE C HapYIIEHUEM
COCTOSTHUSI CKeJIeTa y MAUEHTOB ¢ AyTOCOMHO-IOMUHAHTHBIM BapuaHTOM rumnep-IgE-cuaapoma.

Otkperre DOCKS8-myranuu, sBIsIOmecs IPUIHHON ayTOCOMHO-PEECCUBHOIO BapHAHTA TH-
nep-IgE-cuapoMa, OKa3ajo CymeCcTBEHHYI0 MOMOIIs B MTOHUMAHWUY MPUYWHBl KIMHHYECKUX HPOSBIIE-
HHUH y THAIlHEeHTOB ¢ ayTOCOMHO-PENECCHBHBIM BapuaHTOM rumnep-IgE-cunaapomMa, HMENIX JaHHY0 My-
Tamuio [11, 12]. AyToCOMHO-peIleCCUBHBIN BapuaHT runep-IgE-cuHapoMa KINHUYECKH XapaKTepU3yeTcs
PEeUAUBUPYIOIIUMY HHOPEKITHUAMEI PECTHPATOPHOTO TPAKTA U JETKUX, TSDKEIBIMU KOXKHBIMU BUPYCHBIMU
WH(DEKIUSIMI, YacTO 00yCJIOBJIEHHBIMH TepIIECBUPYCOM, BUPYCOM MAMMJIOMEI YeJIOBEKA, TePIIeCOM 30C-
Tep U KOHTAarHO3HBIM MOJUIFOCKOM B COUYETAHUH C IOBBIMIEHHBIMH CHIBOPOTOYHBIMH YPOBHAMH IgE u
AHOMAJIHUSIMH CTPOEHUS U Pa3BUTHSI KOCTHOU CHCTeMBl. TaioKe y TAKUX MMAlHEHTOB MMOBHIMIEH PUCK Ma-
JIMTHHU3AIIWH, Yallle BCero y HUX Pa3BUBAETCS IDTOCKOKJIETOUHBIN pak, T-kieTouHast sumdoma, tumpoma
BepkuTTa B ieTckoM (IITKOJIPHOM) H IIOJIPOCTKOBOM Bo3pacte [13].

Y NauueHTOB ¢ ayTOCOMHO-PELECCUBHBIM BapHAaHTOM runiep-IgE-cuHApoMa OTMEUYArOTCa CUM-
rrrombl opazkeHust LIHC, o0yciioBaeHHBIE BACKYJIUTOM U HH(pEKIHAMHU, BEITIOUaomumu JC-BUpPYcC, acco-
[IUUPOBAHHBIE C [POTPECCHPYIONEH MYyJIFTH(HOKAIBHOU JelkosHnedanonatuerd. DOCKS spnsercs: ua-
ctp10 DOCK180-cynepcemeiicTBa 6eJIKOB, KOTOPBIE HTPAIOT POJIb B TYAHUH-HYKJIEOTUAHOU Iepefave s
Rho-cemetictBa ryanuntpudocdarazsr. Ormeueno, uro DOCK180-omocpeioBaHHbIE TYAHHHOBBIE HYK-
JIeoTHAHBIE (PAKTOPHI ITepefavr UTPAIOT POJIb B [IUTOCKEJIETHOU IEPECTPOUKE ¢ yUacTHeM aKTHHA, KJe-
TOYHOW MUTPAIlWH, KJIETOYHOU aJre3uH, ONOCPEJOBAHHON WHTErpuHAMH, ParoiuTo3e, KIETOYHOU Qy-
31U, KJIETOYHOU NOJISIpU3anuu U GOPMUPOBAHUH CHHAIICOB. TaroKke Y 3THX MALMEHTOB HMEETCSI HapyIlle-
uue quddepenuposku Thi7-umbounros [14].

Yacrora runep-IgE-cuagpoma HenssecTHa. IMEIOTCA ONMCAHNA KIMHUYCCKHAX CIIy4aes MalHdeH-
ToB B CIIIA u EBporne, B TOM Urcile BHECEHHBIE B PEECTD HAIIHEHTOB C MIEPBUYHBIMH UMMYHOAEe(DULIUT-
HBIMH COCTOSTHUAMU. B UMEIINXCsl HEMHOTOYHCIIEHHBIX HCCIEIOBAHUAX OTMEYAETCS, UYTO YaCTOTa BCexX
MMEPBUYHBIX HMMYHOIE(UITATHBIX 3a001€BAHUI BO3POCIIA B IIEPUO/ ¢ 1976 110 2006 T.I. [15].

CamoMy cTapuieMy W3 OIHMCAHHBIX MAlUeHTOB ¢ ruiiep-IgE-cuaapomom 6O OKOJIO 60 JIeT.
CMEPTHOCTB HAIUEHTOB ¢ Tunep-IgE-cuHApOMOM BO BTOPOU U TpeThel AeKalax JKU3HU CBsI3aHa ¢ TshKe-
JIbIME 3ab0JIeBAaHUSIMU JIETKUX W HHOHIUPOBAHKHEM IMHeBMoIlene rpubamvu Aspergillus, Pseudomonasae-
roginosa Wiu APYTUMHA MUKpOOpraHuaMamu [16]. ViHGeKun sBIs0TCs TJIaBHOU MPpUYHHOU 3aboJieBae-
MOCTH, Y 80% IalliEeHTOB B KaYeCTBe OCJIOKHEHUU pelUJUBHPYIOIINX THEBMOHUI Pa3BUBAIOTCSA ITHEB-
MoOIleJie, IPAKTUUECKH TaKOe JKe KOJIMYECTBO MAleHTOB UMET XPOHHUYECKUU KOKHO-CAU3UCTHIA U HOT-
TeBOU KaHANA03. Taxke 3a001eBaeMOCTb TIALIMEHTOB CBA3aHA C PA3BUTHEM IIEPEJIOMOB B Pe3y/IbTaTe Ma-
JIBIX TPABM — TaKHe IMEPEJIOMBl BCTPEUYAIOTCA IPUMEPHO Yy 60% HaieHTOB ¢ AyTOCOMHO-AOMUHAHTHBIM
BapuaHTOM runep-IgE-cuagpoma.

Y manueHTOB ¢ ayTOCOMHO-PEECCUBHBIM BapuaHTOM runep-IgE-cunapoma 3abosieBaeMoOCTb U
CMEPTHOCTb TECHO aCCOLIMUPYETCSI C OCJIOKHEHUSIMU ¢0 cTopoHbI [JTHC, pa3BuTieM ayTOMMMYyHHBIX 3a00-
JIeBaHUU U OHKO03a0osieBaHUU. [IallieHTH ¢ AyTOCOMHO-PELECCUBHBIM BapuaHToM runep-IgE-curapoma
B PAaHHEM JIETCKOM BO3PAacCTe YacTO UMEIOT OCJIOKHEHHS B BUZE TSIKEJO MPOTEKAIOIINX KOXKHBIX BUPYC-
HBIX WH(MEKIUH, CBA3aHHBIX ¢ TEPIIECOM 30CTEP, BUPYCOM replieca, HalIOMaBHPYCOM, KOHTArHO3HBIM
MOJUTIOCKOM. /[OBOJTbHA BBICOKA YACTOTA PA3BUTHS Yy TAKUX MAITHEHTOB TSOKEJIOH MH(QEKINH KOHTArn03-
HBIM MOJUTEOCKOM, pedpaKTepPHOU K IPOBOAUMOU TEPATIHH.

Cayuau runep-IgE-cungpoma B CILA orricaHbl cpeid BCEX PACOBBIX I'PYIIIL HAceJIEHUs, HO B CBA-
31 ¢ PEIKOCTHIO JAHHOTO 3aD0JIeBaHUsI TOUHASI YACTOTA €r0 HE MOXKeT OBITh ycTaHOBJIeHA. Haymnvre mas-
HOTO 3a00J1eBaHUs B PAa3HBIX 3THUYECKUX IPYINIAX SBJIAETCS 3HAYNMBIM MOMEHTOM, ITOCKOJIBKY CBHUZE-
TEJILCTBYET O TOM, YTO Pa3JINUHble MyTallid UMEIOTCA B OJHUX U TEX JKe TeHaX.

JanHoe 3aboJyieBaHUEe ¢ OJAUMHAKOBOU YAaCTOTOU BCTPEYAETCS Y JIUI] MYKCKOTO U JKEHCKOTO I10JIa,
peobJIaiaHuid 110 TI0JTy He HabIogaeTcsa. AyTOCOMHO-IOMUHAHTHBIA U ayTOCOMHO-PEIIECCUBHBIA BapH-
AHTBI HACJIEAYIOTCSI C PA3JINYHOU CTEIIEHBI0 IEHETPAIHH.

[ManuenTe! ¢ runep-IgE-cuHApOMOM HOpUHAZJIEKAT K PA3HBIM BO3PACTHBIM Tpymmam (OT O
JI0 60 7aeT). YUnTeIBasi TOT (HaKT, YTO B 3aBUCHMOCTH OT BO3PACTa CHEKTD MPOSABIEHUS KIMHUYECKHUX
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CUMIITOMOB pa3inyeH (peluInBHPYIOINe NHMEKIUH, AaHOMAINU CTPOEHUS U PA3BUTHUS JIUIA, KOCTEH U
JIp.), HEKOTOPBIM HafueHTaM ¢ runep-IgE-cuaapoMoM cBOeBpeMEeHHO He BBICTABJISETCSA JUATHO3, a 3a00-
JIeBaHUE JHATHOCTHPYeTCS TOT[a, KOTJa yKe PAa3BIINCh HeoOpaTHMble OCJIOKHEHUsA 3aDoJieBaHUs.
BoJIBIIWHCTBY MAIIMEHTOB C ayTOCOMHO-PENeCCHBHBIM rutiep-IgE-cnHAPpOMOM AHArHO3 BHICTAB/ISETCA B
BO3pAacTe 020 JIeT 0 HAIMYUIO XapaKTEPHBIX KJIMHUYECKHX CHMIITOMOB: TSDKEJIBIX BHPYCHBIX WHGEK-
OUH, pelUJAUBUPYIONNX HHQEKIUH PECIHPATOPHOrO TPAKTA W JIETKUX, HOBBIMIEHHS CHIBOPOTOUYHBIX
ypoBHetii IgE.

B anamHe3ze nanueHToB ¢ rumep-IgE-cnHAPOMOM UMEITCSA CITyYan TsDKEJIOH SK3eMBbl Ha ITePBBIX
HeJlelsx (Mecsax) KU3HU, HHOTJA OCI0KHEHHBIE KOXKHO-CIIM3UCTBIM KaHAUZ030M, ¢ IIOpasKeHUEM II0-
JIOCTH PTA W MaXOBOU 0o0OJyacTu (IeJeHOUHBIA JepMaTuT). Takke B aHAMHE3€e MOTYT OBITh YKa3aHHs HA
Ham4ne JuxeHuUKAINA HAa KOXKe, PEIUAUBHUPYIIINX CPeJHUX OTUTOB B OoJiee crapimeM BO3pacTe.
PazpuTne SIH30A0B  CBUCTAMIETO [JBIXaHHSA HE SABJIAETCA  XapakTEPHBIM Ui TALHEHTOB
¢ rumnep-IgE-cuaapomom. Yaie BeTpevyaeTcs HEPCUCTUPYIOMIME KaIlleab, KOTOPHIM HAYWHAETCA B JeT-
CKOM BO3pacTe. Y MalNEHTOB ¢ ayTOCOMHO-PENECCUBHBIM TUIlep-IgE-cHHAPOMOM ONMMCAHBI CJIydau Xpo-
HUYeCcKoH 06e300paskuBaroieil WHGEKIUH KOHTATHO3HBIM MOJUTEOCKOM.

[Ipu poBeAeHHN PYTUHHBIX AJUIEPTOTECTOB V IMALIIEHTOB MOTYT OBITH BBISBJIEHEI ITUITIEBBIE U PEC-
mHUpaTopHele crienuddeckue IgE, ogHAKO, OTCYTCTBHE HAHHBIX O HAJIMYHUM TAKOBBIX AJUIEPTEHOB MOIKET
WMETh MUHUMAJIBHOE BIIUSIHUE HA TeUEHHE JePMAaTHUTA WIH APYTHX [IPOSIBIAEHUH aTONWH Y NAIUEHTOB.

Y manmeHToB ¢ ayTOCOMHO-ZOMHWHAHTHBIM runep-IgE-ciHApoOMOM CIIydaroTcs IIEepesioOMBl B pe-
3yJIbTaTe MAJIBIX TpaBM. Hanbosiee 4acTo CiIydaroTCsl epeIOMBl JUTHHHBIX TPYOUaThIX KOCTel, peébep, To-
3BOHKOB U KOCTEH Tasa.

[THeBMOUENIE, KAK UCXO/ PEUAUBHPYIOIINX THEBMOHUM, PA3BUBAIOTCS HCHOABOJIB, OCODEHHO Y
MMAIJUEHTOB ¢ AyTOCOMHO-IOMUHAHTHEIM BapuaHToM rumep-IgE-cuaapoma. Pa3suTuio mHEBMOIIETIEe CIIO-
coOCTBYET JUTHTENBHBIA XPOHHYECKUH KallleJdb € OTAENSAeMOH THOWHOW MOKpoTou. IIpu ayrocomHO-
pelieccCUBHOM BapHuaHTe rutiep-IgE-cnaapoma nHeBMOIIese pa3BUBAIOTCS PEIKO.

CKJIOHHOCTP K MAQINTHHUBAIUH XapaKTepU3yeTcs PA3BUTHEM IUIOCKOKIIETOUYHON KAapPIIMHOMEL,
T-wirerounoit iumpomsl, JuMbombl bepkutra. Bee 3t 3a60y1eBaHNs BCTPEUAOTCS Y TALIMEHTOB C ayTO-
COMHO-JOMUHAHTHBIM BapuaHToM runep-IgE-cunapoma [17].

¥ IIauMeHTOB ¢ ayTOCOMHO-PELIECCHBHBIM BapUAHTOM Tunep-IgE-cuaapomMa 4acTo HMEHTCA HEB-
POJIOTHYECKHE CHMIITOMBI, CBSI3aHHBIE C COCYAHMCTOH MATOJIOTHEH: CTEHO3bl, OKKJII3UU, aHEBPH3MEIL.
ITHOIOTUA COCYJUCTOU IATOJIOTMH CBsi3aHa ¢ pasputveM Backynuta [IHC Ha ¢oHe XpoHHWUYECKHX
UHGpEKITH.

duddepeHnnanbHbIN fuarao3 rumep-IgE-cuaapoMa IpoBoaUTCs ¢ TAKUMU 3a00IEBAHUSIMIE, KAK
aCHepruwuIes3, aTOMUYEeCKUH JepMaTHT, XPOHUYECKasi TpaHyieMaTo3Hast 60Jie3Hb, obmas BapuabeipHas
UMMYyHHAsI HeAOCTATOYHOCTh, CHHAPOM OMeH, cuHApoM BuckoTT-Onapuya.

Cpenu TecToB JIAGOPATOPHON IWATHOCTHKU HCCIEAYIOTCSI CBIBOPOTOUYHBIE ypoBHH IgE. Makcu-
MaJIBHOE YBeJIMYeHHE CBIBOPOTOUHBIX YPOBHeH IgE CBEIMIE AecATH CTAaHAAPTHHIX OTKJIOHEHHH OT BEpXHEU
TPaHUIIEI HOPMBI, XapaKTePHOU JJ1 JAHHOTO BO3PACTA SIBJIAETCS JOCTATOUHBIM ISl IIOCTAHOBKHU AMArHO3a
IpYU HATMYUH XapaKTePHBIX KJINHUYECKUX CUMIITOMOB. 3a4acTylo YpoBHH IgE TOBBIIIAIOTCA B CTO pa3 U
OoJiee BepXHEU TPaHUIIB] BO3PACTHBIX HOPM. OHAKO, KITHHULIHCTEI JOKHBI OBITH BHUMATETBHBIMH U UC-
KJIIOYAThH MMAIMEHTOB € TSKEIBIME CIIyJasiME aTOIMMYECKOro JePMATHTa, Y KOTOPBIX YpoBHU IgE MoryT 110-
BBIIIATHCS A0 TOAOOHBIX IIU(P. YPOBHU CHIBOPOTOUHOTO [gE MOTYT OBITE JIOXKHO HU3KUMH Y JIeTEH MITaJIIIe
6-TH MECSIIEB U Y OKIUIBIX, Y KOTOPBIX HAaOII0AaeTes (prU3H0I0THIeCKOe CHIDKeHNe ypoBHeti IgE.

YuuteiBasi Takue (haKThl, KaK MOPAKEHHE MHOXXECTBA OPraHOB W CHCTEM IIPH ayTOCOMHO-
JOMUHAHTHOM BapuaHToM rumnep-IgE-cuaapomMa, n3MeHUHBOCTD KIIWHUYECKHX CHMIITOMOB B 3aBHCHMO-
CTH OT BO3pacTa HalueHTa, OOMbIINe TPYIHOCTH B aJJleKBATHOU U CBOEBPEMEHHOM AUATHOCTUKE JAHHOTO
3aboJieBaHUsl, IPUBOASAIINE [IPU HECBOEBPEMEHHOHN IOCTAHOBKE JHATHO3a K PA3BUTHI0 HEOOPATHMBIX
MIOPalKEHWH OPraHOB W TKaHEH W MHBUIHAW3ANNU MMAUeHTOB, HallMOHATBHBIM HHCTUTYTOM 370POBBS
(CIIIA) Owuta paspaboTaHa ¥ BHEJPEHA B HCIOJB30BaHWE OayibHAs CHCTEMA JTUATHOCTUKU
runep-IgE-cuaapoma. CornacHo KOTOPOH, KOJIUYECTBO OAJLIOB, IPEBBIIIAIOIIEEe 40, MOKET YKa3bIBATh HA
BBICOKYIO BEPOATHOCTh HaTuuus runep-IgE-curapoma [18]. KinnHudyeckue CUMITTOMBI, BXOJISIINE B OIle-
HOYHYIO CHCTEMY, BKJIIOUAIOT B ce0s CyIeyoIIre MOKA3aTeIH: MaKCHMAaJIbHBIE YPDOBHU CHIBOPOTOYHOTO
IgE, 3adukcupoBaHHbIe y JAHHOTO OOJIBHOTO, HATHYNE KOKHBIX abCIecCOB, THEBMOHUM, TAPEHXHUMATO3-
HBIX NOPLKEHUH JIETKHUX, HapyIleHue (3aJepiKKa) CMeHBl MOJIOYHBIX 3y0OB, CKOJIN03 (MaKCHMAJIBHBIM
YTOJI OTKJIOHEHU:), TIePeJIOMBl KOCTEH B PE3YJIbTaTe MAJBIX TPABM, HAUBBICIIEE COJIEPIKAHKE YPOBHS 30-
3WHOGUIIOB, AHOMAJIUH CTPOEHUS JINTIA, XapaKTepHble H3MEHEHUSI JINIIA, ChIIb B IEPUOJ HOBOPOKAEHHO-
CTH, 9K3eMa (CTeleHb TSKECTH), YacTble HHGEKIUA BEPXHUX JABIXaTEJIbHBIX IMyTeH, KAHAUI03, APYTUe
cepbe3Hble HHbeKH, paTaabHble HHOEKINH, THIIEPMOOIIBHOCTD CYCTABOB, IUM(OMBI, IITHPOKAsI 11e-
peHocH1a, BEICOKOe HEDO. [TomydeHHOE 001Iee KOIMIECTBO OAUIOB KOPPEKTUPYETCS ¢ YIETOM BO3PacCTa.
OnmHAKO, CYIIECTBYIOT PAbOTHI, B KOTOPBIX YKA3BIBAETCS HA TO, UTO KOJIMYECTBO OassIoB OoJiee 15 MOMKET
CBU/IETEILCTBOBATE O BHICOKOU BEPOSTHOCTH HaMW4us runep-IgE-cuaapoma.

Bce manuenTs! ¢ runep-IgE-cuHaApOMOM A0JDKHEI 00s13aTeIbHO HAOIIOATHCA HMMYHOJIOTAMHA U
BpavYaMU CMEKHBIX CHENUATIBHOCTEH {JIepMaTo10roM, WHGEKITHOHUCTOM, ITyJIEMOHOJIOTOM, HEBPOJIOTOM,
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XUPYProM, TOPAKaJIbHBIM XHPYProM, OPTOIEAOM U AP.), BECTH 370POBBIA 00pa3 KU3HH, ITOIy4aTh 000-
raieHHoe MUKPOHYTPUEHTAMU U BUTAMUHAMU [IMTaHUE, UMETh AKTHBHBIEC COLIHA/IBHBIE KOHTAKTBI.

OcHoOBY JieueHHUd NIalUeHTOB ¢ rumep-IgE-cuniapomMomM cocraBiAwT npoduiakTuyecKas aHTH-
MUKpPODHAs Tepamusi, TOMHYeCKasl Teparnus SK3eMaTO3HOTO AepPMaTUTa, aHTUMUKPOOHAsT BHYTPHUBEHHASA
Tepamnus Pa3BUBAIOIINXCA WHMEKIUH, XUPYPrUIeCcKoe JieueHte (TopaKkaJabHbIe, OPTOIIeAuYUecKHe BMela-
TeJILCTBA, ApeHupoBaHue abcreccon). s BEIABIEHUs IOPAKEHHBIX WIEHOB CEMBH MOKeT MOTpeboBaTh-
¢ KOHCYJIbTallUsl lTeHeTHKA.

HekoTopsIM mnamueHTaM ¢ HEPBUYHBIMA HUMMyHOAebULHUTHBIME 3abosieBaHUsIMUA Tpebyercs
TpaHCIDIAHTAMS KOCTHOTO Mo3ra. OHAKO, HA JAHHBIM MOMEHT HMEIOTCSI CBEAEHUs TOJIBKO 00 OZHOM
cJlyyae TPaHCIUIAHTALUU IeMOIIOSTUYECKUX CTBOJIOBBIX KJIETOK IIalueHTy ¢ rutiep-IgE-cuHapoMomMm, Ko-
TOpas mpomwia yerenrHo. [1o3xe MoxxHO O6yeT oreHUTh 3G GEKTUBHOCTD JTAHHOTO BMENIATeIbCTBA.

YuuTHIBas BHIIIEOICAHHOE, C HEJIBI0 UCKITIOUeHNsI runep-IgE-cuaapoma HaMu ObLTH IPOAHATH-
3UPOBAaHBl KJIWHHUYECKUEC CIIy4ad IIALHEHTOB, UMEIIINX ChIBOPOTOYHBIE YpOBHH IgE BBIIC 1000 ME
{(mecATHUKpATHOE MIpeBHIIIEHNE BEPXHEN TPAHUIBI HOPMBI), PEKOMEHAYEMOE HEKOTOPBIMH aBTOPaMHU KaK
KPUTEPUI IIOCTAHOBKU JuarHo3a rumnep-IgE-cuaapoM. B manHoe wucciieoBaHue OBUTH BKJIIOYEHBI
54 4yenoBeka ¢ 3adukcrupoBaHHBIME YpoBHAMHE IgE 6osee 1000 ME, HanpaBiaeHHBIMU A1 7000CIeA0BA-
HUA ¢ guarHo3oM «l'mnep-IgE-cuHapoM» W3 Pa3jIMYHBIX NOJHUKJIMHHUK. BO3pAacT NalueHTOB COCTABHII
OT 5 MecsIieB 1o 18 sier. CpeHUH BO3pacT 00cIe/IOBAHHBIX OOJIBHBIX COCTABUII 9,2+1,4 roaa. Mcciemosa-
HHE MPOBOAWIIOCH TI0 €AMHOMY IUIaHY, BKJIIOUAIOIIEMY aHAIN3 JAHHBIX aHaMHe3a (Ie0IT KIHHUYECKUX
MPOSABJIEHUH, YACTOTa, XapaKkTep 3ab0JeBaHU); aHAIU3 KIWHUYECKHX CUMIITOMOB HA MOMEHT 00cyeno-
BaHUA U B AUHAMUKE, aHAIN3 TOJIyYaeMOU TePAIUN; CTAHIAPTHOE (KOMILIEKCHOE) HHCTPYMEHTIBHOE U
JrabopaTopHoe 0bCIeIOBaHIE MAIHEHTOR, KIHWHUYECKUH aHAIU3 KPOBH, OOIIUHA aHAIN3 MOYH, OUOXUMU-
UecKoe UCCIIe0OBAHNE KPOBH, HMMYHOJIOTHYECKOE 00CIeI0BaHIE, BKITIOUAIOIIEE OLIEHKY TYMOPAJIBHOTO U
KJIETOYHOTO UMMYHHUTETA, PHHOIIUTOCKOIIHS, 0AKTEPHOJIOTHYECKHE HCCIENOBAHUs OTHEJSIeMOrO 3€Ba,
HOCA, 110 [IOKa3aHuAM: Y31 BHyTpEHHUX OpPraHoB, peHTreHorpadus JErkux U IpuJaToOYHbIX 11a3yX. Beem
MmanueHTaM IPOBOAWIOCH KOMIUIEKCHOE UMMYyHOJIOTHUecKoe obcienoBanue. Comep:kaHue UMMYHOTIIO-
OoynuHOB A, G, M, E B ChIBOPOTKE OIpenesiyiock MeTo/ioM HederoMeTpun Ha Hedenomerpe BN 100
(Dade Bering, ®PI') ¢ ucnosib3opanuem Habopa Dade Behring coriacHO WHCTPYKLIHME HPOU3BOJUTEIIS.
Copaep:xanue cyOxtaccoB [gG B CHIBOPOTKE ONpeAesuioch MeToAoM HedemomeTpun Ha HedenomeTpe BN
100 (Dade Bering, ®PI') ¢ ucmoab30oBaHHeM HAOOPOB U COIVIACHO HHCTPYKLWH IIPOU3BOANTE . DEeHOTH-
MHPOBaHUE JINM(POLIHUTOB IPOBOAUIIOCH METOIOM IIPOTOYHOU IUTOMETPUH Ha Iprubope FacsScan (Becton
Dickenson, CIIIA) ¢ uctois3oBanueM (IIHOOPECHEHTHO-MEUEHHBIX MOHOKJIOHAIBHBIX aHTUTe. Ciiesyer
OTMETHTB, UTO Y BCEX 00CIIeIOBAHHBIX JeTell He OBLJIO OTMEYEHO OTKJIOHEHHUH OT BO3PACTHBIX HOPM IIOKa-
3aTesiell KJIETOYHOr0 UMMYHHTETA, CBIBOPOTOUYHBIE KOHIEHTPAIMH UMMYHOII00yuHOB A, M, G Takke
OBLIH B TIpeiesiaXx BO3PACTHBIX HOPM. M3 1aTOJIOrHYecKux U3MEHEHHH Y 00CIe/IOBAHHBIX OOJIBHBIX ObLITH
3a(UKCUPOBAHBI CIEIYIOIIHE:

- noBbIIeHHE yPOoBHA IgE BeIIE 1000 ME;

- coieprkaHue 303UHOGIIIOB HoJiee 700 KII B MKJT;

- HAJIUYKe CHIIIU B IIEPUO/l HOBOPOK/IEHHOCTH;

- HAJIMYKE U CTelleHb THKECTH JlepMaTUTa;

- YaCTOTAa OCTPHIX PECIIUPATOPHBIX WH(MEKIINHA CBBIIIE 3 Pa3 B TOJ,.

Hawussicime yposau IgE, 3adukcupoBanHble y BeeX 00CIIeZI0BAHHBIX HAIIMEHTOB, COCTABHIN OT
1011 ME pno 7510 ME. To ecTb, KIMHUYECKUE CUMIITOMBI, COCTABJIAINNE NUATHOCTUICCKUEC KPUTECPUU
runep-IgE-cuaapoMa, v Bcex oOCIefOBAaHHBIX JIeTel ¢ MOBBIeHueM YpoBHsI [gF, ObUTH HEMHOTOUYNCIIEH-
Hbl. Bee winHHMdYeckne U y1abopaTopHblE W3MEHEHUs KOPPEKTHPOBAINCH B 3aBHCHMOCTH OT BO3pacTa.
B 3aBHUCHMOCTH OT CTEHEHH BBIPAKEHHOCTH CHMIITOMA IO TabJIHle MmoacueTa KINHUYECKHX U Jjrabopa-
TOPHBIX HU3MEHEHHUU y THAlUeHTOB ¢ ruiep-IgE-cHHApOMOM MOJIydayioch OIpeNeeHHOe KOJIMYeCTBO
OaJIOB, KOTOPBIE CYMMHUPOBAIHCh. HecMOTPsA Ha BBICOKHE CHIBOPOTOUHBIE KOHIeHTpauwu IgE cBeimre
1000 ME, oka3anoch, YT0O MAKCHMAaJIBHOE KOJIMYECTBO DAJLIIOB, COOTBETCTBYIOIEE 30 Oasiam, ObLIO 3a-
(puKCHpPOBAaHO TOJIBKO V OZHOro pebeHKAa. B OCHOBHOM, KOJWUYeCTBO OAJIOB COCTABJSUIO OT 8 10 15.
Hu y ogHOTO M3 TAaNHeHTOB He OBLIIO0 OTMEYEHO TAKHUX CHMIITOMOB, KAK HAPYIIIEHUS CTPOEHUSI CKeJIeTa,
TUIIEPMOOUIIBHOCTE CYCTABOB, JIUIIEBbIE AHOMAJIUH, IIOPOKH PA3BUTHUS JIETKUX, 3a€PIKKA BBITA/IeHH MO-
JIOUHBIX 3y0OB, TIEPEJIOMEBI, CKOJIHO03, KAaHAUAO3, PEUANBUPYIONINe WHOEKIINH, TsKeIble HHQEKINH,
sumMpoMa — T.e. TeX U3MEeHEHUH, KOTOPhle PeKOMEHIYIOTCSA K YUETY [IPU HOACIETe HATMYNS BEPOSITHOTO
runep-IgE-cuagpoma.

Taxum o06paz3om, JaHHOE UCCIEI0BAHUE ITOKA3AIIO, IYTO OAHOTO JIUIIH AECSITHKPATHOTO TIOBBIIIIE-
HHSA CBIBOPOTOYHOTO YpoBHA IgE (1 BBIIIE) HEZOCTATOYHO 711 HAIPABIEHUS MTAITHEHTA /IS TEHETHYIECKO-
ro 00CIIeOBaHYS € IEeJIBI0 TIOCTAHOBKY INAarHo3a runep-IgE-cuaapom.
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