Beal'V
*

14 HAYYHbIE BEJOMOCTHN & Cepust MeguumHa. Papmaums. 2012, Ne 16 (135). Beinyck 19

1876

VAK 612.017:615.31

AXDDEPEHLMANLHAA AUATHOCTHKA THNEP-IGE-CHHAPOMA
(CAHAPOM HOBA) H THNEP-IGE-COCTOAHMH

KA. GOYAPOBR' IlepBuunble ummyHonaeduuTHbie cocrossHus ([TUJC) —
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T'unep-IgE-cunapom BrepBbie ObLT omricaH B 1966 roay Davis, Wedgewood, Schaller, u o60o3Ha-
yajica Kak cuHapoM MoBa. Bputi omucaHbl IBa KJIMHUYECKUX CITydas MAI[MeHTOB C DK3eMOoU (IepMaTH-
TOM), PEIUANBUPYIOIIUM (GYPYHKYJIE30M, HIepMOOUIBHOCTBIO CYCTaBOB, IIEPEJIOMaMU B DPe3yJIbTaTe
HE3HAYUTEJIBHBIX TPABM M HUIMYHEM XapaKTEPHBIX 4epT Jinna (IIyboKo mocakeHHBIe IJ1a3a, MIMPOoKas
MIePEHOCHIIA, BHICTYIAIOIIUN MAaCCUBHBIN OI00PO/IOK U IMUPOKUH HOC). A B 1972 roay Buckley gomosaun
KJIMHHYECKYI0 KapTUHY 3200JI€BaHNUs, ONICAB KIMHHUYECKHE CJIyYar IBYX MaJIBYHUKOB CO CXOKUMHU BHEIII-
HUMU IPU3HAKaMU U SKCTPeMaJIbHO BBICOKMMHU ypoBHAMU IgE, ycTaHOBUB acconuanuio cuHpoma Mosa
C TIOBBIIIIEHHBIM coziepkanueM IgE [1].

B Hacrosee Bpemsa runep-IgE-cuHapoM onpesiesisieTcs Kak IepBUYHOE UMMYHOZEDHUITUTHOE CO-
CTOSTHUE, XapaKTEePUIYIOIIEeCs PeNUANBUPYIOIMMI KOKHBIMU abcIieccamMmu, IOBTOPHBIMU THEBMOHUSAMU
¢ oOpa3oBaHMEM ITHEBMOIIEe, SK3eMaTO3HBIM JIEPMATUTOM U MOBBIIIEHHBIM COIEP>KAaHUEM B CHIBOPOTKE
kposu IgE.

PazHooOpa3Hble KJIMHUYECKHE CHMIITOMBI Y ITAIIEHTOB ¢ rurep-IgE-cuaapomom 6b11u 00BsACHE-
HBI TIocsie obHapykeHusa mytanuu STAT3-reHa, Kak MPUYUHBI QyTOCOMHO-ZIOMHHAHTHOTO BapHaHTa TH-
nep-IgE-cuanpoma. B mepBoHawyasibHOM coobmienun o STAT3-myranuu y manueHTOB ¢ rumnep-IgE-
CHHJIDOMOM OITHICBhIBAJIach JIOMUHAHTHO-HeraTuBHAsA MyTanus B JIHK-cBsasbiBaromem gomerne STATS [2].
B 6oJtee MO3IHUX UCCIETOBAHUAX COOOIIAETCS O HAIMYKMH ABYX BuAoB Mytanuii: IHK-cBa3pIBaromuii u
SH2-gomeH [3]. Heckosbko mmosxke ObUTH 0OHaApY:KeHBI U aApyrue myranuu STATS-reHa y MaIveHToB C
ayTOCOMHO-JIOMUHAHTHBIM BapuaHTOM rumnep-IgE-cuanpoma [4]. STAT3-ren — 3T0 reH, BKJIIOUEHHBIA B
CUTHAJIBHYIO TPAHCAYKIIMIO MHOKECTBA CEMEHCTB IIUTOKWHOB, BKItouas 1JI-2/061iee ceMelCTBO Iemou-
ku G (WJI-2, NI-7, UJI-9, NJI-15, NJI-21), 1JI-6/gp130 cemetictBo (MJI-6, NJI-11, NJI-27, NJI-31, nunu-
apHBIU HelpoTpoduuecknil HakTop, OHKOCTaTHH M, HHrHOUpyomye JIeiko3 GakTopsl), THTEPHEPOHBI,
u cemeiicrso WJI-10 (MJI-10, NJI-19, NJI-20, UJI-22, NJI-24, NJI-26). STAT3-reH Tax»e BOBJIEYEH B CHUI-
HasmbHble Tyt WJI-12, WJI-23, Flt3-nuranma, MakpogaraabHOTO KOJIOHUECTHMYJIUPYIOIEro dakropa,
IPAHYJIONHUTAPHOTO KOJIOHUECTUMYJIUpyIoero ¢pakTopa, JenTHHA U TOPMOHOB pocTta [5]. Bruto mokasa-
HO Ha npumepe yesoBeka u STAT3-HOKayTHBIX MbImIel, uTo STAT3-MyTanus uMeeT KJII0UeBYIO POJib B
CUTHAJIBHBIX IIyTAX MHOXKECTBA IIUTOKUHOB U 3aTparuBaeT MHOTHE CUCTEMBI OPTaHOB.

Hapymenus STAT3-niepeziaurt IpUBOAAT K CJIEAYIOMINM U3MEHEHU M

CD4+ T-muMbonuTHI: HapyluleHu:A STAT3-niepenaunu 00yCIJIOBIIUBAIOT nedurur
Thi7-mumdorutoB u cHmwkenue npoaykiuu WJI-10 [6]. Thi7-mumdonuTsl — 3TO CyONOIyJIAIus
T-mumdonuToB, xapakrepusymwomasaca npoaykuueit NI-17A, WI-17F, NJI-21, NI-22, NJI-26 u CCL20.
9THU HUTOKUHBI UIPAIOT IJIABHYI0 KMMYHOJIOTUYECKYIO POJIb B 3alllTe IPOTUB BHEKJIETOYHBIX IIaTOI€HOB,
TaKUX KaK MUKODAKTEpPHU U rpuOBI. Y MaNMEHTOB C ayTOCOMHO-JIOMUHAHTHBIM rumep-IgE-cuampomom
nMmeroTces HapymeHus auddepennupoBku Thi7-mumdonutos [7, 8] OHU OOBACHAIOTCA HapyIIeHHEM
mporiecca pabotsl STATS-rena, 3aBucamum ot WUJI-6 — kiroueBoro dakropa auddepeHIupoBKy 11
Thi7-nmumdoruros. Hapyirenus: pabotslt STAT3-reHa cHMKAOT Bo3MOKHOCTh WJI-6 u WJI-27 unaynu-
poBarts npoaykiuo NJI-10 CD4+T-mumdonuramMu, 4To IPUBOAUT K HapylleHUIo cuHresa 1NJI-10.

B-nmumdonuter: B tuHUN STAT3-HOKAyTHBIX MBIIIEH OBLIO OOHAPYKEHO, UTO 3TH MBIIIH UMEIOT
HapyIIeHHBIH AaHTUTEJIOTEHE3 IPOTHB T-3aBUCHUMBIX AHTHUTE€HOB. Y TAIIUEHTOB C ayTOCOMHO-
JIOMUHAHTHBIM runiep-IgE-cuaapomMom umerotcs QyHKIIMOHAIbHBIE HAPYIIEHUS CTPOEHUsA aHTUTeN. B
TOXKE BpeMs, Y 9TUX NallHeHTOB OTMeYaeTcsA CHIPKEHHOe KOJIMYeCTBO U30TUII-TIePeKII0UeHHBIX B-KiIeTok
MaMATH, U 5TO He accoluupyeTcs ¢ PyHKINMOHAIBHBIMU HAPYIIEHUAMY CUHTe3a aHTUTeN Wi UHQeKIu-
OHHOI 3200/1€BAEMOCTHIO MAIIUEHTOB [9].
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MuenousiHble KJIETKU: Y MAIIUEHTOB ¢ ayTOCOMHO-IOMUHAHTHBIM runep-IgE-cuaipomom umeet-
Cf aKTUBAIUSA MPOAYKINH IPOBOCHATIUTEIBHBIX IIUTOKUHOB. OTHUM U3 KOHTPPETYJIATOPHBIX MEXaHM3-
MOB BJIUSIHUS IIPOBOCIATUTETHHBIX ITUTOKUHOB SIBJISIETCS ayTOKPUHHAA MpoayKnusa MJI-10 MueIonaHbI-
MM KJIeTKaMUu — MakpodaraMmu 1 MoHonuTaMu. ITockosibKy B Ilepejiaue curHasa ¢ perenropa MJI-10 yua-
crByeT STATS3-ren, sta WUJI-10 onocpenoBanHas mepezada OTCYyTCTBYeT V STAT3-HOKAyTHBIX MBIIIEH,
TaK)Ke, KaKk W Yy TAaIUeHTOB C ayTOCOMHO-JIOMUHAHTHBIM runep-IgE-cuHapOMOM, uUMeIux
STAT3-myTtanuio. ITOT AedeKT BepOosTHee BCETO ONMMCHIBAET TUIEPBOCIAIUTEIbHbIE U3MEHEHU S, XapaK-
TepHbIe i runep-IgE-cunapoma. HapyiieHre curHaibHbBIX MyTeli ¢ yuacTiueM Flt3-aurania mpuBoIuT K
HapYUIEHUIO PAa3BUTHUS JIEHIPUTUYECKUX KJIETOK, UYTO MPUBOJUT B pe3yJIbTaTe K CHIDKEHUIO KOJIMUECTBa
JIeHIpuTHYecKnX K1eTok y STAT3-HOKayTHBIX MbIIIIEH [10].

OcreoxJacThl: TUTOKUHBI ceMerictBa M1JI-6 UTrpaloT posib B PA3BUTUU U MOAIEPKAHUHI OCHOBHOTO
roMeocTa3a KOCTHOHM TKaHW, W UX JIEWCTBHUE OIOCPEAyeTCs dYepe3 CUTHAJIbHBIE IIyTH Iepelavn
STAT3-rena. IToaromy Hapymenue STAT3-nepeauyu IPUBOJUT K ITOBBINNIEHHON KOCTHOU Pe30pOITUH OC-
TeOKJIACTAMHU. DTU HAPYIIEHUS MOTYT OOBSCHATH KJIMHUYECKHE CUMIITOMBI, CBSI3aHHBIE C HAPYIIEHUEM
COCTOSIHUA CKeJleTa y MaIlMeHTOB ¢ ayTOCOMHO-IOMUHAHTHBIM BapuaHToM rumnep-IgE-cunapoma.

OtkpbiTie DOCK8-myTanuu, SBIAIONIENRCA MPUYHHONA ayTOCOMHO-PEIECCUBHOTO BapHUaHTa T'H-
nep-IgE-cuaipoma, 0Kasajo CymeCcTBEHHYIO IIOMOINh B MOHUMAHUU IMPUYNHBI KJIMHUYECKUX IPOSBIIE-
HUH y IaIeHTOB ¢ ayTOCOMHO-PEIeCCHBHBIM BapuaHToM runep-IgE-cunapoma, HMeIONUX JTaHHYI0 My-
Tarumo [11, 12]. AyTOCOMHO-pelleCcCUBHBIN BapuaHT runep-IgE-cuHIpoMa KIMHIYECKH XapaKTepu3yeTcs
PenUIUBUPYIOINMHY UHGPEKITUAMU PECITUPATOPHOTO TPAKTA U JIETKUX, TAKEJIBIMU KOXKHBIMU BUPYCHBIMU
MHQEKIHUAMH, YaCTO 00yCIOBJIEHHBIMU I'epIIECBUPYCOM, BUPYCOM HAIMJUIOMbI YeJIOBEKA, FeEPIIECOM 30C-
Tep M KOHTaruO3HbIM MOJUIIOCKOM B COUYETAHUM C IOBBIIIEHHBIMU CHIBOPOTOYHBIMU YpOBHAMU IgE u
AHOMAJIHSIMU CTPOEHUS U PAa3BUTHS KOCTHOU CHUCTEMBI. Tarrke y TAKMX MAI[MEHTOB IOBBIIIEH PUCK Ma-
JIMTHU3AIMY, Yallle BCero y HUX pa3BUBaeTcs IIOCKOKJIETOUHBIN pak, T-kieTouHas suMdoma, sumdoma
BepkuTTa B /leTckoM (IITKOJIBHOM) H IIOJIPOCTKOBOM Bo3pacte [13].

VY manmeHTOB ¢ ayTOCOMHO-DELleCCUBHBIM BapuaHTOM rumep-IgE-cuHapoma oTMedaroTes CUM-
oMbl opakenus [IITHC, o6yciioByieHHBIE BACKYJIUTOM M NMHQEKIHUAMU, BKI0YaomuMu JC-BUpyc, acco-
[IMUPOBAHHBIE C IPOTPECCUPYIOIEN MYJIbTHOKAIBHOU JelkosHnedanonatren. DOCK8 saBisercs 4a-
cteio DOCK180-cynepcemericTBa 6eIKOB, KOTOPBIE UTPAIOT POJIb B TYaHUH-HYKJIEOTUIHON Hepeaayde A1
Rho-cemeiicTBa ryanuntpudocdaraspl. OrmeueHo, uro DOCK180-onocpeioBaHHbIE TYyaHHHOBbIE HYK-
JleoTUAHbIE (PAKTOPHI Iepefiauyl UTPAIOT POJIb B ITUTOCKEJIETHOU MIEPECTPOIKE ¢ yUacTHeM aKTHHA, Kile-
TOYHOM MUTPAINH, KJIETOUHOH a/ire3UH, OMOCPEIOBAaHHON WHTEerpuHaMH, (GparonuTose, KJIETOUYHOH Py-
31U, KJIETOYHOH nosiapusanuu 1 GOpMUPOBAHUY CUHAIICOB. Takke y 3TUX MallIEHTOB UMeeTCs Hapylile-
uue nuddepeniuposku Thi7-mumbonutos [14].

Yacrora runep-IgE-cunmpoma HensBecTHA. FIMEIOTCS ONMMCAHUSA KIMHUYECKUX CJIyYaeB MalyeH-
ToB B CIIIA u EBpore, B TOM 4Yucjie BHECEHHbIE B PEECTD HAIUEHTOB C IEPBUYHBIMU UMMYHO/AEDUITUT-
HBIMH COCTOSTHUSAMU. B MMeromuxcss HEMHOTOYHCIEHHBIX UCC/IEIOBAHUAX OTMEUYAETCS, YTO YACTOTA BCeX
MIEPBUYHBIX UMMYHOIe(UITUTHBIX 3a007€BAHUH BO3POC/Ia B IIEPUO/, ¢ 1976 110 2006 T.T. [15].

CaMoMy crapliieMy U3 OIMCAHHBIX NAIIMEHTOB ¢ rumnep-IgE-cuHApOMOM OBLIO OKOJIO 60 JIET.
CMepTHOCTD AaKeHTOB ¢ runep-IgE-cuHaApOMOM BO BTOPOU U TpeThel JIeKaZaxX KU3HU CBA3aHA C TsKe-
JIBIMU 3200JI€BaHUAMU JIETKUX U HHGUITIPOBaHUEM ITHeBMoIlese rpubamu Aspergillus, Pseudomonasae-
roginosa Wi JJPYTUMH MUKpoopranuaMamu [16]. HGeKIuu SBIAI0TCA TVIAaBHOW IPUUHHOUN 3a60s1€Bae-
MoCTH, Y 80% ManeHTOB B KAUECTBE OCJIOXKHEHUH PelUIUBUPYIOIINX ITHEBMOHUI Pa3BUBAIOTCSA ITHEB-
MoIeJie, TPAKTUYECKH TAKOe JKe KOJIMUECTBO MAIeHTOB NMEIOT XPOHHYECKUN KOKHO-CTU3UCTHIN U HOT-
TeBOH KaHAMA03. Takke 3a001eBaeMOCTD ITALIIEHTOB CBA3aHA C PA3BUTHEM IIEPEJIOMOB B pe3yJsIbTaTe Ma-
JIBIX TPAaBM — TaKHe IIePEJIOMbI BCTPEUAIOTCSA IPUMEPHO y 60% ManHeHTOB ¢ ayTOCOMHO-IOMHUHAHTHBIM
BapuaHTOM runep-IgE-cuaapoma.

Y manueHTOB ¢ ayTOCOMHO-PEIlECCUBHBIM BapuaHTOM rumep-IgE-cunapoma 3aboiieBaeMOCTh U
CMEPTHOCTB TECHO ACCOLIMUPYETCS C OCJIOKHeHUAMH co cTtopons! IJHC, pazBuTrneM ayTOMMMYyHHBIX 3260-
JIeBaHUH U OHKO3abosieBaHMH. [TarueHTHI ¢ ayTOCOMHO-PELeCCUBHBIM BapHaHTOM rutiep-IgE-cuaapoma
B PaHHEM JIETCKOM BO3PAaCTe YaCTO MMEIOT OCJIOKHEHUS B BUJE TKEJIO IIPOTEKAIONIUX KOXKHBIX BUPYC-
HBIX MHOEKIUH, CBA3aHHBIX C TEPIECOM 30CTEP, BUPYCOM replieca, MalmIOMaBUPYCOM, KOHTaTHO3HBIM
MOJLTIOCKOM. JJ0BOJIbHA BBICOKA YacTOTa Pa3BUTUSA y TAKUX MAIUEHTOB TXKesIoN MHQeKIUN KOHTaruos-
HBIM MOJUTIOCKOM, pe(paKTEpPHOU K IIPOBOJUMOU TEPAITUH.

Cnyuau runep-IgE-cungpoma B CIIIA onucaHbl cpeJiu BCEX PACOBBIX I'PYIII HAaceJIeHUs, HO B CBA-
3U C PEAKOCTHIO JJAHHOTO 3a00JIeBaHUA TOUHASA YaCTOTa €ero He MOKET ObITh ycTaHOBJIeHA. Hammune aH-
HOro 3a00/1eBaHUs B Pa3HBbIX 3THUYECKUX IPYIIaX ABJAETCS 3HAYUMBIM MOMEHTOM, ITOCKOJIBKY CBU7E-
TEJIBCTBYET O TOM, UYTO PA3JIMUHbIE MYTAI[UX UMEIOTCSA B OJHUX U TEX K€ TeHaXx.

JanHoe 3a060JIeBaHUE C OZJMHAKOBOM YaCTOTOH BCTpEYaeTCs Y JIUI, MYKCKOTO M KEHCKOTO II0JIa,
rpeolJIaZlaHui 110 TIOJTy He Haboaercsa. AyTOCOMHO-IOMUHAHTHBIN B ayTOCOMHO-PEIeCCUBHBIN BapHU-
AHTBHI HACJIETYIOTCS C PA3JIMYHOM CTENEHBIO IEHeTPAIlHH.

IManuenTtsl ¢ runep-IgE-cuHAPOMOM NPUHAJIEKAT K PA3HBIM BO3PACTHBIM TIpymnmam (oT O
JI0 60 jeT). YuuTeiBasg TOT (QaKT, YTO B 3aBUCHMOCTH OT BO3pACTa CIEKTD MPOSBJIEHUS KIMHUYIECKUX



Beal'V
*

16 HAYYHbIE BEJOMOCTHN & Cepust MeguumHa. Papmaums. 2012, Ne 16 (135). Beinyck 19

1876

CHUMIITOMOB pazyinyeH (penyIuBUpYOe HHQPEKIUY, aHOMAJIHH CTPOEHUS U Pa3BUTHUA JINIA, KOCTEH U
ZIp.), HEKOTOPBIM IarueHTaM ¢ runep-IgE-cuaapoMoM cBoOeBpeMeHHO He BBICTABJIAETCS JUATHO3, a 3200-
JIeBaHUE [MATHOCTHPYETCA TOT/Ia, KOTZA YyXKe Pa3BWIHNCh HeoOpaTUMble OCIOKHEHUs 3a00sIeBaHUs.
BoJIbIIIMHCTBY MAalEHTOB C ayTOCOMHO-PelleCcCUBHBIM rumnep-IgE-cuHApOMOM AMarHo3 BHICTABIIAETCA B
BO3pacTe 71020 JIET 0 HAINYHIO XapaKTEPHBIX KJIMHUYECKUX CHMIITOMOB: TSIXKEJIBIX BUPYCHBIX WH(}EK-
[UH, PelUIUBUPYIOMNX HHQEKINH pecUpaTOpPHOrO TPAKTAa M JIETKUX, MOBBIIMIEHUS CHIBOPOTOYHBIX
yposHel IgE.

B anamue3e nanueHToB ¢ rumep-IgE-ciHIpOMOM UMeOTCS CTyyan TKeJION SK3eMbl Ha ITEPBBIX
Hezenax (Mecsnax) KU3HU, NHOTIA OCJIOKHEHHbIE KOXKHO-CJIU3UCTBIM KaHUZ030M, C MOPaXKeHUeM I0-
JIOCTH PTa W MaxXOBOU obsiacTy (IeJIeHOUHBIN AepMaTuT). Takke B aHaMHe3€e MOTYT ObITh YKa3aHUsS Ha
HINYMe JINXeHU(PUKAIUNA Ha KOXKe, PeNUANBUPYIONIUX CPEJHUX OTHUTOB B 0OJee cTapIieM BO3pacTe.
PasBuTne SNHU30[0B  CBUCTAIIETO [IbIXaHWS He SABJIAETCA  XapaKTEpPHBIM JUIA  MAIMEHTOB
¢ runep-IgE-cuaapomom. Yale BcTpedaeTcss NEPCUCTUPYIOIIUI KallleJib, KOTOPhIA HAYWHAETCSA B JIET-
CKOM BO3pacTe. Y MalnMeHTOB C ayTOCOMHO-PenecCUBHBIM runep-IgE-cuHApoMOM onucaHsl cyrydan Xpo-
HUYECKOH 00e300paKuBaloIeil NHQEKIUY KOHTarHO3HBIM MOJUIIOCKOM.

[Ipu mpoBezieHNY PYTUHHBIX JIJIEPTOTECTOB V IMAIIIEHTOB MOTYT OBITH BHIABJIEHBI ITUITEBBIE U PEC-
nupaTtopHble crenudrueckue IgE, omHako, OTCYTCTBHE TAaHHBIX O HAUIMYUK TAKOBBIX aJUIEPTEHOB MOXKET
HMMeTb MUHUMAJIBHOE BINSAHNE Ha TeUeHUe iepMaTuTa WK IPYTUX IPOABJIEHUH aTONIUY ¥ TalleHTOB.

Y manueHTOB ¢ AyTOCOMHO-ZIOMUHAHTHBIM Tunep-IgE-cuHapoMoM ciiy4daroTcs IepejioMBl B pe-
3yJIbTaTe MaJIbIX TpaBM. HanboJtee 4acTo ciryyaroTes mepeIoMbl JJINHHBIX TPYOUaThIX KOCTeH, pEdep, mo-
3BOHKOB U KOCTel Ta3a.

[THeBMOMIENTE, KAK UCXOJ PEIUAVBUPYIOMINX ITHEBMOHUM, PA3BUBAIOTCS MCIIOJBOJIb, OCOOEHHO Y
MAINEHTOB C ayTOCOMHO-IOMUHAHTHBIM BapuaHTOM rumep-IgE-cuaapoma. Pa3puTuio mHEBMOIIENE CIIO-
COOCTBYeT JTUTENIPHBIN XPOHUYECKHH KallleJb C OT/EeIAeMOUM THOMHOM MOKpoToi. IIpu ayrocomHO-
pelieccuBHOM BapuaHTe rumnep-IgE-cuaipoma nHeBMoOIIesle pa3BUBAIOTCA PEIKO.

CKJIOHHOCTh K MAJIUTHHU3AIUU XapaKTepU3yeTCs PA3BUTHEM IUIOCKOKJIETOUHOU KapIIMHOMBI,
T-knerounoit mumdomsl, tuMmbombl bepkurra. Bee aTi 3a60o1eBaHusA BCTPEYAIOTCS Y MAIUEHTOB C ayTO-
COMHO-JIOMUHAHTHBIM BapuaHToM rumnep-IgE-cuaapoma [17].

VY marumeHTOB ¢ ayTOCOMHO-PEIECCUBHBIM BapuaHToM rumnep-IgE-cuHapomMa yacto MMeIoTCs HeB-
poJioruyecKre CUMIITOMBI, CBSI3aHHBIE C COCYAMCTOH IMaTosioruei: CTEHO3BbI, OKKJIIO3UHU, AHEBPU3MBI.
ATHUOJIOTHSA COCYAHCTON MaTOJIOTUU CBsA3aHAa ¢ pasputheM BackysuTa IIHC Ha ¢doHe XpOHUUECKUX
nH}EKIun.

MubdepeHnnanpHpiii fuarHo3 runep-IgE-cuHapoma nNpoBoAUTCA ¢ TAKUMHU 3a00JIEBAaHUAMU, KaK
acmeprwuIes3, aTOMMYEeCKUH IepMaTUT, XpPOHUYECKas TpaHyieMaTo3Has 6oJyie3Hb, o0mas BapuaberpHast
MMMYHHAasI HEIOCTaTOYHOCTh, CHHAPOM OMeH, cuHApoM Buckorr-Onipruya.

Cpenu TecToB J1abOPATOPHOW JUArHOCTUKU HCCJIEAYIOTCA CHIBOPOTOYHbBIE ypoBHU IgE. Maxkcu-
MaJIBPHOE YBEJIMYEHNE CHIBOPOTOUYHBIX YpOBHeU IgE CBEIIIe AecATH CTaHAAPTHBIX OTKJIOHEHUH OT BEpXHEH
TPAaHUIIBI HOPMBI, XapaKTEPHOH JIs1 AJAHHOTO BO3PACTA SBJISETCS IOCTATOYHBIM JIJIsI IOCTAHOBKH IMArHO3a
IIPpY HaJWYUU XapaKTEePHBIX KJIMHUYECKUX CUMIITOMOB. 3auyacTyio ypoBHU IgE moBblImaioTcs B €TO pas U
00J1ee BepXHEH TPaHUIIBI BO3PACTHBIX HOPM. OHAKO, KJIMHUIKCTHI IOJIKHBL OBITh BHUMATEIBHBIMU U UC-
KJIFOUATh MAIMEHTOB C TSKEIBIMU CITyJasMH aTOIMMYECKOTO JePMAaTUTa, Y KOTOPBIX ypoBHU IgE MoryT mo-
BBIIIATHCA 10 OAOOHBIX IUMP. YPOBHU CBIBOPOTOYHOTrO IgE MOTYT OBITE JIOKHO HU3KHUMH Y JIeTeH MiIajIe
6-TU MeCSIIEB U y TOXKIJIBIX, Y KOTOPBIX HAOJIoZaeTcss GU3NOJIOTHIECKOe CHIDKeHre ypoBHeli IgE.

VyureiBass Takue akThl, KaK IMOpaKeHWe MHOXKECTBA OPraHOB U CHCTEM IIPH ayTOCOMHO-
JOMUHAHTHOM BapuaHTOM rutiep-IgE-cuHipoma, N3MeHUNBOCTh KIIMHUYECKUX CUMIITOMOB B 3aBHUCHMO-
CTH OT BO3pAcCTa HaIlUeHTa, OOJIbIINe TPYAHOCTU B aZIEKBATHOU M CBOEBPEMEHHOU JUATHOCTUKE JIAHHOTO
3a00J1eBaHUsA, MPUBOAAIINE MIPU HECBOEBPEMEHHOH IOCTAHOBKE JUArHO3a K Pa3BUTHIO HEOOPaTUMBIX
IIOpaKEeHUU OPTraHOB M TKAaHEN M MHBAJIWUW3ALNU MaleHTOB, HarnoHaIbHBIM HHCTUTYTOM 370POBBA
(CHIA) Obputa paszpaboTaHa W BHeJpEHAa B WCIOJIb30BaHWE OajbHAsA CHCTEMa JUArHOCTHUKHU
runep-IgE-cuaapoma. CorsiacHO KOTOPOH, KOJIMYECTBO 6AJIIOB, IPEBBIIIAONIEE 40, MOXKET YKa3bIBATh HA
BBICOKYIO BepOSITHOCTh Hastmuus runep-IgE-cunapoma [18]. KimmHnyeckre cuMITOMBI, BXOZAIINE B OIle-
HOYHYIO CHCTEMY, BKJIIOUAIOT B ce0s CJIeIyIOIIMe ITOKA3aTeN: MAaKCUMAaJIbHbIE YPOBHU CHIBOPOTOYHOTO
IgE, 3acdukcupoBaHHbIE y JAHHOTO OOJIBHOTO, HAIMYUE KOXKHBIX aOCI[eCCOB, THEBMOHUI, TADEHXUMATO3-
HBIX MOPa’KeHUU JIETKHUX, HapylleHne (3a7iepKKa) CMEHbl MOJIOYHBIX 3y0OB, CKOJIMO3 (MaKCHMAaJTbHBIN
YTOJI OTKJIOHEHU ), TIePEJIOMBI KOCTEU B PE3YJITATE MAJIBIX TPABM, HAMBBICIIIEE COJIEPIKAHKE YPOBHS 30-
3MHODUIIOB, aHOMAJIUU CTPOEHUs JINIA, XapaKTepHble U3MeHEHNUsI JINIA, CHIIIb B IEPUO/] HOBOPOXKEHHO-
CTH, 9K3eMa (CTeleHb TSKECTH), JacTble MH(EKIUA BEPXHUX JIBIXATEJbHBIX IyTeH, KaHAUA03, IPyTHE
cepbe3Hble NHGEKUH, (paTasbHble HHQPEKINH, THIIEPMOOWIBHOCTD CyCTAaBOB, JIUM(POMBI, IITUPOKAs IIe-
peHocuIa, BbICOKOe HEGO. IloyueHHOE 001ee KOJTHUIECTBO 6a/UIOB KOPPEKTHUPYETCS € YIETOM BO3pacTa.
OpmHaKo, CYIECTBYIOT PabOTHI, B KOTOPHIX YKa3bIBA€TCS HA TO, YTO KOJIMYECTBO OA/LIOB 6osiee 15 MOKET
CBUJIETETBCTBOBATD O BHICOKOH BEPOATHOCTU Haauuus runep-IgE-cunapoma.

Bce manuents! ¢ runep-IgE-cuHpoMoM TOJKHBI 00s3aTeIbHO HAOIIOAAThCA UMMYHOJIOTAMU U
BpauaMH CMEXXHBIX CIeNUaIbHOCTeN (IepMaToIoroM, NHGEKIIMOHUCTOM, IIyJIbMOHOJIOTOM, HEBPOJIOIOM,
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XUPYProM, TOPaKaJIbHBIM XUPYPrOM, OPTOIIEIOM U JP.), BECTH 37I0POBHIH 00pa3 JKU3HH, MOJIydaTh 000-
raijeHHoe MUKPOHYTPUEHTAMU U BUTAMUHAMHU IUTaHUE, UMETh aKTUBHbIE COIIMAIbHbIE KOHTAKTHI.

OcHOBY JieueHHUs TNanueHTOB c runep-IgE-cunzpoMoM cocTaBiAmT npoduaakTUyecKas aHTU-
MUKpPOOHAs Tepanus, TONUYeCcKas Tepanus S5K3eMaTO3HOTO JIepMaTUTa, aHTUMUKPOOHAs BHYTpHUBEHHAs
Tepamnus pa3BUBAIOIINXCA HHPEKIUH, XUPYyPriUYecKoe jiedeHre (TopaKaabHble, OPTOIIeIUeCKHe BMeIIa-
TEJIbCTBA, IpeHUpOBaHue abcrieccon). i BRIABIEHUS MOPAYKEHHBIX YWIEHOB CEMBH MOXKET MOTPe6OBaTh-
¢ KOHCYJIbTallUA T'eHeTUKa.

HekoTopsIM marueHTaM ¢ NEPBUYHBIMU HWMMYyHOAepUIHUTHBIMH 3a00sieBaHUAMHU TpebyeTcs
TPaHCIUIAHTAINA KOCTHOTO Mo3ra. OJIHaKO, Ha JAHHBIE MOMEHT MMEIOTCS CBEIEHUs TOJBKO 00 OTHOM
cIydae TpaHCIUIAHTAIMU FeMOIIO3THYECKUX CTBOJIOBBIX KJIETOK IalueHTy ¢ rumep-IgE-cuaapomomM, ko-
TOpas mpormwia yeremrHo. [1o3:xe MoxXHO Oy/ieT o1eHUTh 3 GEKTHBHOCTD TAHHOTO BMENIATEIIbCTBA.

YUuTHIBasI BBINIEOMUCAHHOE, C IE/IbI0 UCKII0UeHUs rumep-IgE-curipoma HaMu GbLTH TPOAHAIIH-
3UPOBaHbl KJIMHHUYECKUE CIydyau MNalUueHTOB, UMEKIUX ChIBOPOTOYHBble ypoBHHM IgE BbIme 1000 ME
(mecATHKpATHOE TIPEBBINIEHNE BEPXHEN TPAHUIBI HOPMBI), PEKOMEHAYEMOEe HEKOTOPBIMH aBTOPaMU KaK
KDUTEPUH MOCTaHOBKM aAuarHosa runep-IgE-cunzapom. B jaHHOe wucciienoBaHue ObUIM BKJIIOUEHBI
54 4deyioBeka ¢ 3aduKkcupoBaHHBIMU ypoBHAMU IgE 60siee 1000 ME, HanpaBiieHHBIMU IS 000CIIEI0BA-
HUuA ¢ guarHo3oM «l'mnep-IgE-cuHapoM» W3 pasjnyHBIX NOJWKJINHUK. BO3pacT mammueHTOB COCTABUJI
ot 5 Mecs1eB /10 18 ser. CpelHUI BO3pacT 06C/IeJ0BaHHBIX OOJBHBIX COCTABIII 9,2+1,4 roza. Viceenosa-
HUe IIPOBOAUIIOCH II0 €ANMHOMY IIaHy, BKJIIOUAIOIIEMY aHAIN3 JAHHBIX aHaMHe3a (7e0I0T KIMHIYEeCKUX
MIPOsIBJIEHUH, YaCTOTa, XapakTep 3a00JieBaHUI); aHAIN3 KIMHUYECKUX CUMIITOMOB Ha MOMEHT 00CIe/0-
BaHMA U B UHAMUKE, aHAJIN3 TOJIyYaeMOU TEPAINH; CTAHAAPTHOE (KOMILJIEKCHOE) MHCTPYMEHTATBHOE U
JsabopaTtopHoe 00cIeI0BaHNE MAIUEHTOB, KIIMHUYECKUN aHAJIU3 KPOBH, OOIUI aHAITN3 MOYH, OMOXHUMU-
YecKoe HCCIIeJ0BaHNE KPOBU, HMMYHOJIOTHYECKOe 00CIeIOBaHIE, BKIIIOYAIOIIEE OLIEHKY TYMOPAJIbHOTO U
KJIETOYHOTO MMMYHUTETA, PUHOIIUTOCKONHS, OAKTEepHUOJIOTUYECKUE HCCIIEOBAHUSA OTIENSIEMOrO 3€Ba,
HOCAa, 110 ToKa3aHuAM: Y3V BHyTpEeHHUX OPTaHOB, PeHTTeHOorpadus JIETKUX U IPUIATOYHBIX ITa3yX. Beem
MarueHTaM IPOBOAMIOCH KOMIUIEKCHOE MMMYHOJIOTUYeckoe obcienoBanue. ComepkaHue UMMYHOTJIO-
6ysmHOB A, G, M, E B ChIBOPOTKe OIlpesiesisyioch MeTooM HedeaoMeTpuu Ha Hedesromerpe BN 100
(Dade Bering, ®PT") ¢ ucnoab3oBanrem Habopa Dade Behring corsiacHO MHCTPYKITUM IIPOU3BOIUTEA.
Copeprkanue cyokaaccoB IgG B CBIBOPOTKE ONPE/IENAIOCH METOZOM HedemoMeTpun Ha Hedenomerpe BN
100 (Dade Bering, ®PT’) ¢ ucmosp3oBaHHEM HAOOPOB U COTVIACHO MHCTPYKIUHU ITpou3Boautesa. PeHoTu-
UPoBaHUe JTUMQPOIUTOB IMPOBOUIJIOCH METOIOM IIPOTOYHOH ITUTOMETpHHU Ha mpubope FacsScan (Becton
Dickenson, CIITA) c ucnosib3oBanueM ¢II00peCcIeHTHO-MeUeHHbIX MOHOKJIOHAJIBHBIX aHTUTeN. Ciaenyer
OTMETHUTB, UTO Y BCEX 00CIIe/IOBAHHBIX JieTell He ObLIO OTMEUEHO OTKJIOHEHUH OT BO3PACTHBIX HOPM ITOKa-
3aTesiell KJIETOYHOr0 MMMYHHTETA, ChIBOPOTOYHBIE KOHIIEHTPAIUM UMMYHOIJIOOYIMHOB A, M, G Takke
OBLIH B TIpe/iesiax BO3PACTHBIX HOPM. 13 MaToJIOTHYECKUX U3MEHEHNH Y 00CIeZIOBaHHbBIX OOJIBHBIX OBLIH
3a(pUKCUPOBAHBI CIIEYIOIITe:

- noBbleHne ypoBHA IgE Beime 1000 ME;

- coJlep:KaHue 303MHO(UIIOB 6oJiee 700 KJI B MKJI;

- HaJIN4Ke CHIIIY B IIePHO/i HOBOPOK/I€HHOCTY;

- HaJIU4Me U CTelleHb TAKeCTU IePMaTUTa;

- 4aCcTOTa OCTPBIX peCINPaTOPHBIX HH(EKIIUH CBBIIIE 3 pa3 B IO/,

Hawussicmive yposau IgE, 3admkcupoBanHble y Beex 00C/IeJOBAaHHBIX AIEHTOB, COCTABUIN OT
1011 ME no 7510 ME. To ecTp, KJIMHUYECKHE CUMIOTOMBI, COCTABJIAIOIINE AUATHOCTUYECKUE KPUTEPUU
runep-IgE-cunapoma, y Bcex 06cIeI0BaHHBIX JIeTel ¢ MOBbIIIeHneM ypoBHs IgE ObUIM HEMHOTOYHMCIIEH-
HBl. Bce kinHH4Yeckue U y1abopaTopHble U3MEHEHUsI KOPPEKTHUPOBAINCH B 3aBUCHMOCTH OT BO3pacTa.
B 3aBucHMOCTH OT CTeeHHU BBIPAXKEHHOCTH CHMITOMA IO TabJIuIle IMOoAcCYeTa KIMHUYECKHUX U Jlabopa-
TODHBIX MU3MEHEHUM y MalueHTOB C rumnep-IgE-cMHAPOMOM IOJIy4asioch OIpe/eEHHOe KOJIMYECTBO
0as10B, KOTOpblE CYMMHPOBaINCh. HecMOTpsA Ha BBICOKHE CBIBOPOTOUYHBbIE KOHIleHTpanuu IgE cBbime
1000 ME, okazajoch, 4TO MaKCHMAaJIbHOE KOJIUYECTBO 0AJIJIOB, COOTBETCTBYIOIIEe 30 OasiaM, ObLIO 3a-
(uKCcUPOBaHO TOJBKO y ONHOTO pebeHKa. B OCHOBHOM, KOJIMYECTBO OJIJIOB COCTaBJIAIO OT 8 10 15.
Hu y onHOrOo U3 manueHTOB He OBLJIO OTMEUYEHO TAKUX CHMIITOMOB, KaK HapyIIEHUs CTPOEHUs CKeJeTa,
TUIEPMOOMIIBHOCTH CYCTaBOB, JIUIIEBbIE AaHOMAJIUH, IIOPOKHU PA3BUTHUSA JIETKUX, 3a7€PKKA BBIMTAJIEHUS MO-
JIOYHBIX 3yOOB, IEPEJIOMBI, CKOJINO03, KaHJUZ03, PEUAUBUPYIOIINEe WHQPEKINY, TAKeIble HH(DEKINH,
auMdoma — T.e. TeX U3MEHEHUM, KOTOPble PEKOMEHAYIOTCS K YIETY IIPU MOACYETE HATTUYUS BEPOSATHOTO
runep-IgE-cunzapoma.

Taxum 06pa3oM, JaHHOE UCCJIEI0OBAaHUE [TOKA3aJI0, YTO OJ{HOTO JIUIID JIECATUKPATHOTO MTOBBIIIE-
HUS CBIBOPOTOYHOTO YPOoBHA IgE (1 BhIIIEe) HeZ0OCTATOYHO JIJIsL HAIIPABJIEHUS MTAI[UeHTa /IJIs1 TeHeTUYIECKO-
ro o0cJIeZIoBaHYS C IIeJIbI0 TIOCTAHOBKY JIMarHo3a rumep-IgE-cuampom.
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