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[ MnepummyHornobynmHemusa E

[ 'unep-IgE syndrome (HIES), Ha3biBaeMbIii Tak ke
cuHapoMoM MoBa BniepBbI€ OMUCAH KaK
MMMYHOAE(MUIIAT, XapaKTEPUIYIOIIUKC TOBTOPHBIMU
a0cIeccaMM KOXKH ¥ MOJAKOKHOM KJI€TYaTKU
CTa(pUIOKOKKOBOM ATHOJIOTHH, [THEBMOHUSIMU C
(hOpMHUPOBAaHUEM ITHEBMOIIEIIEC, AHOMAJIUSIMU CTPOCHUS
JIMIIEBOTO CKEJIETA, AaTOHUYECKUM JCPMaTUTOM H
CYIIIECTBEHHBIM MOBBIIIIEHHEM YPOBHS CBIBOPOTOYHOTO

IgE.



¢ Monekynsapao-renernyeckas mpupoaa HIES no cux
IIOp HE YCTaHOBJICHA.

s*llocnenHue uccienoBaHus MOKa3ain, 4YTO TEH,
OTBETCTBEeHHBIN 3a (hopmupoBanue HIES
JIOKJIM30BaH Ha 4 XpOMOCOME.

ssBboapimacTBO cmyuyaeB HIES sBstrorcs
CIIOPaAUYECKUMU. BBISBIEHO ayTOCOMO-
JIOMUHAHTHOE ¥ ayTOCOMHO-PEIICCCUBHOE
HacJieI0BaHHE.



Omimune ayToCOMHO-PEIECCUBHOIO BApUAHTA
HACJIEIOBAHUS OT ayTOCOMHO-IOMUHAHTHOTO:

OTCYTCTBHE aHOMAJIUI CTPOCHHUS CKEJIETa,
(hopMHUpOBaHNE ITHEBMOIIETIE,

HaJINYHE TSDKEIIbIX ayTOMMMYHHBIX HapYyIICHUM,
BBICOKAs JICTaJbHOCTD

1.
2.
3.
4.




[lnarHocTuka

[Tpu HIES BeIsBISAIOTCS pa3HOOOpAa3HBbIE HMMYHOJIOTHYECKUE
HApYILLIECHUSA:

(ds03uHO PN B nepudepudekor KPOBU U CONEPKUMOM
a0CIIECCOB;

(JNoBBIIIEHNE KOHIIEHTPAMXA CHIBOPOTOYHOTO IgE. C
BO3PACTOM KOHLIEHTPALUS CHIBOPOTOUYHOTO IgE 1 KOJIM4yecTBo
503UHO(UIOB NTEPpUPEPUIECKON KPOBU MOTYT YMEHBIINUTHCS
110 HOPMAaJIbHBIX YPOBHEM;

(JHapyleHns XxeMoTakcuca HEUTPOPUIIOB;

(JHapyienne npoayKiuu aHTUTEIL,

daucoananc coornomenusa Thl/Th2 umMmmyHHOTO OTBETA B
ctopony Th2;



JropmanbHOE KommuecTBO CD3+, CD4+, CD8+ T knerok
U B K1€eTOK;

JCHMKEHNE peaKMU TUIIEPYYBCTBUTEILHOCTH
3aMEIJICHHOTO TUIMA Ha KaHIWIWH, TU(GTEPUUHBIN U
CTOJIOHSYHBIA aHATOKCHUHBI;

(JcHmxeHne nponrdeparuBHON aKTUBHOCTH T-KJIETOK Ha
HEKOTOPBIE aHTUTE€HBI (KaHIU1a, CTOJOHSIYHBIN
aHATOKCHUH), & HA MUTOI€Hbl — COXpPaHEHa;

(noBBIIIEHNE TPOAYKIIAU TPAHYIOUTAPHO-
KOJIOHUECTMYJIMPYIOIIEro (hakTopa U NpOyKIIHsI
MEPEKHUCHBIX paJuKaIoB HEUTpodUIaMu, 4TO
CIIOCOOCTBYET HAPYIIEHUIO XEMOTaKCUCa U
IOBPEKICHUIO TKAHEW;

(JHa neiikornurax malueHTOB CHUKEHA SKCIIPECCHUS
MoJiekyJibl CD54 — ICAM1



KnnHmnyeckue nposaBneHns

HenHndexkumnoHHbie NPOSABICHUSA
*JK3eMa CPEIHETIIKEIOr0/TAKEI0ro
TE€UCHHUS MPUCYTCTBYET, KaK MPaBHUIIO,
C paHHEro BO3pacTa. 3aTeM
cCOXpaHsieTcsl (POJUTUKYIIUT, TpyOast
KOKa C paCIIMPEHHBIMHA MOPAMHU
(0OCOOGHHO Ha JIHIIE).

* AHOMAJINY PA3BUTHS CKEJIETA.




IMonasasromee 00JbLIINHCTBO
nanuenTos ¢ HIES nmeror:

[xapakTepHbie ceruduieckue 9epThl JIUIa
(TUIEPTETOPU3M, IUPOKAs IEPEHOCHIIA,
IIAPOKUM KYPHOCHIA HOC, aCUMMETPUS
JIULIEBOTO CKEJIETa, BHICTYAIONINHI J100,
TyOOKO MOCAXKEHBIE [V1a3a, POTHATHS,
BBICOKOE HEDO);

[ckonnos;




UrunepmMoOUIBHOCTD CYCTaBOB;

[ckIIOHHOCTH K TIepesioMaM KOCTel mociie
HE3HAUUTEJbHBIX TPaBM (M3-3a
MOBBIIICHUS aKTUBHOCTH OCTEOKJIACTOB U
Makpodaron);

Uuapymienns: cMeHbI 3y00B (TI03HEe
IPOpEe3bIBAHNE MOJIOYHBIX 3y00B U
3HAYUTEbHAS 3aJIepKKa U OTCYTCTBUE
CaMOCTOSTEJILHON CMEHBI 3y00B).




Cpenu peakux HeMH(PEKIIMOHHBIX
3a00JI€BaHNM Y O0JBbHBIX BCTPEUAOTCS
CHUCTEMHAas KpacHasi BOJJYaHKa M CUCTEMHBIN
BaCKYJIMT.

J1IOCTOBEPHBIX CBEACHUH O
IPEAPACTONOKEHHOCTH NAIMEHTOB K
Pa3BUTHIO 3JI0KAYE€CTBEHHBIX
HOBOOOpPa30BaHUM HE MOIYYECHO

CucremMmHasi KpacHasi BOJiyaHKa
Systemic Lupus erythematodes




NHdEeKLMOHHbIE NPOsiIBNEHUS

XapakTepHbIMU UHPEKITMOHHBIMU 1posiBieHuss HIES
SBJISIFOTCS: @0CILIECChI KOXKH, MOJKOKHON KIETYaTKU U
auM(pOYy3JI0B, KaHINA03, THEBMOHUM.

ITocie nepeHeCceHHbIX MTHEBMOHUN (OPMUPYIOTCS
ITHEBMOII€JI€, KOTOPbIE MOTYT QuUO0YHO TPAKTOBATHCS
Kak nonuxkucmos nerkux. Hanbonee yacteim
BO30yIHUTEIEM MTHEBMOHUM siBiIsieTcst Staphylococcus
aureus uiu Haemophilus influenzae.

bonee penkumu nadexiusvu npu HIES sBistoTcs
a0CIIeCChI TIEYCHH U MOCTTPABMaTHYECKUE
CTa(PUIOKOKKOBBIE OCTEOMHUEIIUTHI, HEKPOTU3UPYIOLIHIMA
dbaciumr.




['HOMHBIE MHpEKIUK y TTanueHToB HIES
XapaKTEPU3YIOTCA «XOJOIHBIMY TCUCHUEM:

*OTCYTCTBYIOT MECTHAs THIIEPEMUS,
*TUTNICPTESPMUS
*00JICBOU CHHJIPOM.

[THEBMOHMY MOTYT MPOTEKATh 0€3 MOBBIIIICHUS
TEMIIEpATyphI TENA.

XPOHUYECKUN KaHAUA03 CIU3UCTBIX 000JI0YEK U
HOI'TEW pa3BUBACTCA NPUOIUZUTENBHO B 83% Ciydaes.



[TpuHUKMNbI Tepanun HIES

Cnenuduyueckon Tepanuy He
pazpaboTaHo.

JI1s1 1edeHus uCroib3yeTcs JTUTeIbHAas
napeHTepaabHasi aHTUOAKTEpUAIbHAS U
POTUBOTPUOKOBAs TEpaIusl.

J{1s npoduinakTUKX HHOEKITMOHHBIX
OCJIO)KHEHHM I TTPUMEHSIETCS TTOKU3HECHHAs
aHTUOAaKTEepUaabHasi U MPOTUBOIPUOKOBAs
UHQEKIUs

XUPYypruueckoe JeueHne adCieccoB U
MTHEBMOIIEJIC UCTIONIB3YETCS PEJIKO 110
’KU3HEHHBIM TTOKa3aHUSIM




JI14 nedeHus AepMaTuTa UCHOIb3YIOTCS
TOIMMMYECKHUE CPEACTBA, B TSKEIIBIX CIydasx
HU3KUE 03Bl IIUKJIOCIIOPHUHA A.

HeckonpknM namueHTaM Oblia IpOBEACHA
TpaHCIJIAHTALIMs KOCTHOI'O MO3ra, OJHAKO, Y
BCEX IAI[MEHTOB IIPOMU3OIICT PEIUINB

UMMYHOOX(EIUTA.
nepecagkKka KOCTHOro

MO3ra OoT AOHOpPa
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" Cnacnbo 3a BHUMaHue!




