COI'JIACOBAHO: YTBEPXIAIO:

TJIABHBIA COENHAJIMCT NPE3HJIEHT HAITHOHAJILHOT'O
JIETCKHMA TEMATOJIOL OBLUECTBA JIETCKI
MHUHUCTEPCTBA FEMATOJIOT QB3 S
3JIPABQOXPAHEHHAS POCCHH OHKOJIOFOB Ve
_TIPODECCOP, AKAIEMHK PAH HPO®ECEOR/ES
B e oy AT.PYMSAHIEB H
B L ' f 2014 « OB b

&
= QEJEPAJIBHBIE KJIMHUYECKHE PEKOMEHJIAIIMH
MO JUArHOCTHUKE U JIEYEHUIO MALITMEHTOB C

AYTOUMMHHBIM JIMM®@OIIPOJIM®EPATHBHBLIM CHHJIPOMOM

Opzanuzayuu-paspadomunKu:
PILY «HKL] JATOH wsenu Jumpus Pozaweea» MHH3J[PABA PC JCCHH
Hayuonaiviioe obujecmao demckux 2enanionozos, onkoiozoe POCCHH

Koanexkmue asmopos:
Pyassinyee Anexcanodp I'puzopuesiy Hupexmop OIBLY « PHIAL JITOH nvein
Jlnimpus Pozavecay MHH3J[PABA POCCHH
npodpeccop, axademik PAH
Macuan Anexcedi Anexcandpoeuy Jupexmop Huenuanyma zemamonozun
UAALPHOROZNMU I KACIIONIBIY MEXHON02M0i
DPIBY « OHKL JTOH vnarenn Jlananpin
Pozauesar MHH3/[PABA POCCHH
npotheccop, d.aru.



OTBETCTBEHHBIM WCIOJHUTEJIb: IMEPBMHA AHHA IOPBEBHA- JIOKTOP
MEJMIIMHCKUX HAVK, ITPODPECCOP, SABEAVYIOIIIAA OTJEJIOM
UMMVYHOJIOTUH, ®IBY «®HKI AI'OU UM. IMUTPUA POI'AYEBA» MUH3/IPABA
POCCHUM
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HA CAUTE HOATO, B XOJIE PABOUMX BCTPEU TEMATOJIOTOB, UMMYHOJIOT OB,
TIEJMATPOB, HA COBEIITAHMSX, CBE3JAX

AYTOUMMYHHBIN JTUM®OIMPOJINPEPATUBHBIIT CUHIPOM

ONPEJAEJEHUE

AyronmmyHnHBIH uMbonponudeparusubiii cuaapoM (AJIIIC) — 310 nocTaTodyHO penkoe
3a0ojieBaHNe, OTHOCSINEECS K IMEPBUYHBIM HMMYHOAE(PUIMTAM, CBSI3aHHOE C TeHETHYECKUM
nedexToM arnonTo3a (3anporpaMMUPOBAHHON rHOeH JTUM(pOIUTOB).

AJITIC XapaKTepPU3yeTcs HE3JIOKa4eCTBEHHON mumMprponudepannet,
renaTrocIUIEHOMErainuell, TUNepUMMYHOIJIOOYIMHEMHEH, ayTOMMMYHHBIMH —HapyLICHUSMH,
HaymuueM nBoHHBIX HeraTuBHBIX (TCR.CD4CD8) T-nmumdouuTtos.

B 1967 r. Canale u Smith omucamu GOJBHBIX C XPOHHUYECKOHW JuMpaneHOmaTue B
COYETaHUH C AyTOTOMMMYHHBIMU NpOsiBJeHUsIME. [1031Hee y OOMbHBIX C STHM CHHAPOMOM ObLTH
BbIsIBJICHBI MyTauuu Fas, u ¢ 1995 r. 3a0oneBanue, BKIroUaromee B ce0si PeHOMEH CHHIpPOMA
Canale-Smith u mHapymenue amonro3a JUMQOIMTOB, HA3BIBAIOT  AyTOUMMYHHBIM
muMonponudepaTHBHBIM CUHAPOMOM.

KOJ 11O MKB 1-10
D82.8. IMMmyHOAe(hHLINT, CBA3aHHBINA C IPYTHMH YTOUHEHHBIMHA 3HAYUTEIBHBIMU Je(PEeKTaMHU.

SGINAEMUNOJIOT UA
AJITIC onnHaKkoBO pacpOCTPaHEH Y MYKUMH U JKEHILHH.

KJACCHOUKATIUA
Knaccupuxaumsa AJITIC, ocHoBaHHas Ha OOHAPYKEHUH MYyTaLlUi Pa3IUIHBIX T€HOB.
la (myTaums rena TNFRSF6) — nedexr rena Fas-penenropa.
Ib (myTauus rena TNFRSF6) — nedexr rena Fas-nuranza.
I (CASP10, CASPS) - nedexr rena kacmnassi 10.
[II (HeyTouHEHHAS MyTALHS).
Ha nomro Ia- u Ib-myTranuii mpuxoauTcst Okojo 75% OMMCAaHHBIX CTy4aes.
OnHaxo BbIPaKEHHOCTh KIIMHUYECKUX MPOSIBJIEHUI HE CBsA3aHa C TeHOM MyTalu

ITHOJIOI'UA

Fas xomupyercst renom TNFRSF6, pacnonoskeHHbIM Ha JJIUHHOM ILJIeY€ XpPOMOCOMBI 10
(10g24.1). DkcrpanemtoisipHas 4acte Fas xommpyercss 1-5 5K30HaMM, M3 KOTOPBIX MEPBBIN
5K30H KOAUPYET CUTHANIbHBIN NENTHA, 5K30HbI 2-5 KOAUPYIOT TPU SKCTPALICIUIFOJIAPHBIX JOMEHA,
6-11 3K30H KOOUPYET TPAaHCMEMOpPaHHBIH TOMEH, a 3K30HBI 7-9 KOIUPYIOT MHTPALEIUTIOJISIPHbIC
noMeHbl, Bkmodast DD — nomen cmepTu.

B Hacrosimiee Bpemst onncano 6osee 60 MyTaunii, OONBIIMHCTBO U3 HUX PACIIONIOKEHBI B
7-9-330Hax. MyTauuy BKJIIOYAIOT 3aMEHBL, NEJIELUH WJIH BCTABKU HECKOJIBKMX HYKJIEOTHIOB.
MyTanuu B paueuToJsIpHBIX foMeHax (00prdHO 3aTparusatomue DD) npuBonsaT k cunresy Fas,



KOTOPBII 3KCIPECCHUPYETCS Ha MOBEPXHOCTU KJETKH B HEOOJNBIIMX KONWYeCTBax. MyTauuu B
SKCTPALECJUIFOJIIPHBIX JOMEHAX MPUBOAAT K OTCYTCTBUIO Fas Ha MOBEPXHOCTH KJIETKU.

BonbmuaCcTBO 60NBHBIX, 0OCIENOBAHHBIX K HACTOSIIEMY BPEMEHH, HECYT r€TePO3UTOTHBIC
MyTanuu reHa. Kiomandecku 3a0onieBaHHE MPOSBIACTCS HE Yy BCEX UYJIEHOB CEMbH, MMEIOIINX
MyTalllK, OJHAKO MHOTHE U3 HUX UMEIOT HEKOTOpPOe CHIxXkeHue Fas onocpenoBaHHOrO anonrosa
in vitro. Ot HaOMIOAEHUs Najl OCHOBAHWE TPENIONIOKUTh, YTO HapymeHue ¢yHkimu Fas
HACJIEYETCs1 ayTOCOMHO-TOMHUHAHTHO.

ITATOI'EHE3

AnonTo3 — 3amporpaMMHpOBaHHas KierouHas rudenb. OOecrieunBaeT ypajleHUE H3
OpraHu3Ma HEKeNaTeJbHBIX KJIETOK, ¢ HapyueaneM auddepenunposku, nospexaennem JTHK,
MOTEHLMATIbHO ayTOArpPEeCCUBHBIX, 3apaX€HHbIX BUPYyCaMHU WM KJETOK, YK€ BBINOJHUBLINX
CBOKO  (u3nonorndeckyro (QyHkumro. Fas-MHOyLMpOBaHHBI  amonTto3 MPOHCXOAWT B
ONpENeNEHHBIX THMAX KJIETOK M 3aBHUCHT OT cTamuu Au(QepeHIpOBKH W aKTHBALIUM.
ITokosimuecst, HeakTHBHpPOBaHHblE T-KJI€TKH pE3UCTEHTHBI K Fas-MHIyLMpOBaHHOMY amonTo3y.
Jdnsa ero wHAYKIMM HeoOxomumo aktuBupoBaTh T-kietku uepes TCR, mopnmepxkare wux
nposmdepanuo ¢ MoMombl poctoBbix (akropoB (MJI-2). IlosropHast crumynsuust TCR
MIPUBOAUT K Pa3BUTHIO anonto3a. [Ipu HapyleHny anonTo3a NpoUCXOaUT NOTepsl KOHTPOJIsl Haj
npommdepanueii  TUMQOLUTOB, BEK YEro NPOHCXOAUT HAKOIUIEHHE AaKTUBHPOBAHHBIX
TMMPOIHUTOB B JTUM(OUAHBIX OpPraHax, YTO BBIPAKAETCS B PA3BUTUU JUMQAACHONATHH H
CIUleHOMeraiuu. B KoHeuHOM cuére 3TO MPUBOAUT K Pa3BUTHUI0 ayTOMMMYHHOI'O OTBETa B
pe3yJibTaTe MEepeKpECTHBIX PEeaKIUil MEXIy IOBEPXHOCTHBIMH O€JIKaMH aKTHUBHPOBAHHBIX
JTUMQOLIUTOB.

NMmyHHBbIe HAPYIIEHHUsI PH AYTOUMMYHHOM JuMonposndepaTuBHOM CHHApPOMeE

OcHoBHble uMMyHHble HapyuieHuss npu AJIIC kacarorcss HapywmeHui T-kieTodHoro
uMMyHHTeTa. IIpesxme Bcero 3To ysenmuenme kommdectsa DN TCRo/B CD4 CDS -kieTok.
HNMeHHO MX Haimuyuhe Aaio OCHOBaHUE 3amofo3pUTh y OonbHBIX aedekTbl amonrtos3a. [pyroit
XapakTepHOM HMMYHOJIOTMYECKOM XapaKTEPUCTUKOW MONYJSLHUM ABAXAbl HETaTHUBHBIX -
mumdouutoB siBisiercs skcnpeccuss CD45RA, CD57 u HLA-DR, 4ro mpenmojaraer, 4to 3TU
KJIETKH SIBJISIIOTCS TIOJIUKJIOHAJIBHBIMA M TMPOHCXOIIT W3 LUTOTOKCHYECKUX T-muM(ponuTos,
koTopele Mornu notepsatb CD8 unu CD4 nocne BCTpeuu C aHTUT€HOM, KakK 3TO MOKA3aHO Ha
mozensax Mblmed. T-muMGoruTsl OONBHBIX YaCTO YTPAYMBAIOT HKCIPECCHIO a-LIeTH PeLenTopa
WNJI-2 (IL-2R/CD2S5), sSBAstoIIyr0csi OCHOBHBIM MapKEPOM aKTHBHPOBAHHBIX T-KJIETOK.

BrisBnstoTcs  HapylleHMsi MPOAYKLMM LUTOKWMHOB, BBbIpAXKalOIMeCs B  IOBBIIIEHUU

nponykiyu UJI-10, WI-4 u NJI-5 u camwkennn nponykunn UOH-y u MJI-2 y 6onbabix ¢ AJITIC,
Ia, Ib u III Tumos. Takoe coueranue BeAET K pa3BuTHIO Th2-3aBHCMMOrO MMMYHHOTO OTBETA,
aKTUBALMY TYMOPAJIbHOTO MMMYHHTETA U CTHMYJISILIUU BBIPAOOTKU ayTOAHTHUTEI.

B-kieTkn amekBaTHO OTBEYAIOT HA OOJNBIIUHCTBO AHTUTEHOB (mocyie WHPEKIuH u
BaKLMHALNN). AHOMaJIHH B-KJI€TOUHOro OTBETA BBIPAYKAIOTCSA B POIYKIIUH ayTOAHTUTEL.

I'mcronornyeckue u3MeHeHHs1 JUM@POUAHOH TKAHU Y OOJBHBIX € AYTOMMMYHHBIM
aumonpoaudpepaTHBHLIM CHHAPOMOM

[Ipy TUCTONOTHYECKHX HMCCIECIOBAHUAX JUM(PATHUECKHX Y3JI0B M CEJEe3EHKH OOJBbHBIX
AJITIC B mopaBusiroIeM OOJBIINHCTBE CIIy4aeB apXUTEKTOHHKA OPraHOB ObLIa COXpaHEHa U He
OOHApYKUBAJIOCh MPHU3HAKOB KJIOHAIbHOCTH. B jmmdounnbix opranax OonpHbex ¢ AJIIC
BBISIBJICHO HAKOILJICHHUE IBAYKABI HETATUBHBIX KJieToK. Hanbomnee xapakTepHbIMU H3MEHEHUSIMH B
TMM(PATHUECKUX Y3J1aX M CEJNe3EHKE SIBIISIOTCS MapakOpPTHKAIbHAsl TUIEPIUIA3Hs U 3acelICHHe
UHTPAQOJUTMKYJSIPHBIX ~ 30H  NPONMU(EpPUPYIOIIUMH  ABAKABl HETaTUBHBIMH  KJIETKAMH.
IMonTeepknennem Hammuust y OompHbIXx ¢ AJIIIC Fas-He3aBuCHMOro amonros3a SBHJIOCH
oOHapy>keHHe B TMM(PAaTHIECKHUX y3JIaxX U Celle3eHKe (ParonuTo3a anonTOTHIeCKUX JTUM(OLUTOB
Makpodaramu u ructuouutamu. Ha T-kmeTkax cene3éHKM, Tak K€, Kak U B IONYJSILIHU



nupkyaupyromux T-knerok, cHukeHa skcnpeccus CD25.
IIpn Onorncuu nmeueHn OOHApYKeHbI MHPUIBTPALUS ABAKABl HETATUBHBIMH T-KIETKaMmH,
SKCTPAMENYJUISIPHBIA reMOno33 (MPH HAJTMYUH LUTOINEHHI), MPU3HAKY reraTuTa U Uppo3a.
HccnenoBaHuss KOCTHOTO MO3ra IMOKAa3ajdd 3pUTPOUAHYI0 THUIEPIUIA3HUI0 BO BpeMs
SMU30/I0B T'€MOJIN3a, YBEJIWYEHHUE KOJHYECTBA METaKapHOLMTOB IPH TPOMOOLMUTONEHHUSIX U
HAJINYHE IBAXK/bl HETaTUBHBIX T-KJIETOK, MIa3MaTUIECKUX KJIETOK U 303MHO(HIIOB.

KINMHUYECKAA KAPTUHA
BeipaxxenHocts  knuHMYeCKHXx —nposeiaeHmid npu  AJIIIC:  mumdonpomudepannn,
ayTOMMMYHHBIX HapYLICHUH, OTJINYAeTCs 3HAUNTENbHON BapruabeapbHOCTHIO (Tadm. 9-9).



Tabmuma 9.9. duarnocruueckue kpurepuu (J.M. Puck, F. Rieux-Laucat, F. Le Diest, S.E.
Straus, 2007)

Oo0si3aTe1bHBIE KPUTEPHH

Xponuueckasi (Oosee 6 Mec.) He3JIOKa4eCTBeHHAsT TUM(poTporud)epans:

CIUICHOMETAJIHS,

HenH(peKUNOHHAs TUM(PaTCHOATHS.

YBenudyenue yncia ABOHHBIX HeratiBHbIX T-muMponuror CD4 CDS8’, skcnpeccupyromumx
o/BTCR (DNT):

6onee 1% ot Bcex T-nmumdoruToB B neprdepruieckoil KpoBH;

B TUCTOJIOTMYECKUX 00pa3nax Cene3éHKH U IMM(PaTHIECKUX Y3JIOB.

JedexTnl anonto3a TUMQOLUTOB in Vitro

JlonoTHUTEIbHDbIE

AyTonMMyHHBIE 3a001€BaHUs OTHO WK Oosee (ayTOMMMYHHAsI TeMOJINTHYECKAsT aHEMHUS,
ayTOMMMYHHAas! TPOMOOLIUTOIIEHHS, ayTOUMMYHHAsl HEHTPONIEHHUST) HJTH HAJTMYUE ayTOAHTUTEI.

Myramust B reHax TNFRSF6 wumm npyrux reHoB, KOOUPYIOIIMX O€NKH MEIHaTOpOB
aronTo3a.

Cemeiinblii aHamHe3: Hamumuue nuMmdonponudepaluy B COYETAHUH C AyTOUMMYHHOM
MaToJIOruen unu 0e3 Heé;

Jnmdpoma

B Poccun anropurm nuaraoctuxu AJIIIC 6vi1 paszpaboran va 6aze HUW/IL u BrirOUaeT:

— TepcUCTUpYIOIee YyBeIuueHue nepudepryeckux IMMEPaTHUIECKUX y3JI0B B 3-X U Oonee
rPyImax u/Win renaTociuieHOMETajtio;,

— ayTOMMMYHHBIE€ T€MAIIUTONCHUN W/ WIIH IPyrue ay TONMMYHHbIEC HAPYLICHHS,

— TIOBBIIIEHHE YPOBHS UMMYHOMIOOYJIMHOB CBIBOPOTKHU KPOBH (XOTs ObI OHOTO KJlacca),

— copepkanue (6onee 6%) NBOHHBIX HEraTUBHBIX T-TUM(pOUNUTOB B eprupepuIecKoil KpOBH.

Ilpu nanuuum 2-X W3 NEPEUUCICHHBIX KPUTEPUEB MOKA3aHO HCCIENOBAaHME aIoNTo3a
nepudepuIecKux MOHOHYKIICAPOB in Vitro.

YBenuyenne TUM(pAaTHIECKUX y3JI0B, NIEUEHU U CENIe3EHKN BBIIBISIETCS Y BCEX OOJBHBIX C
AJITIC. CreneHb BBIpAXEHHOCTH JuMponpoiudepanyin BapbUpPyeT Y pPa3HBIX OOJBHBIX.
YBenuyenne TuMQpaTHIeCKUX Y3JI0B Pa3BUBAECTCS OOBIMHO B TEUEHHE MEPBBIX IIATH JIET JKU3HU.
BeipaxxenHocTs quMonponudepaiy BApbHPYET Y Pa3HBIX OOJIBHBIX, TaXKe Y OAHOTO M TOTO XKe
OONMBHOTO B pa3HbIE TPOMEKYTKM BpeMEeHH. B MiageHYecTBE ©  paHHEM [ETCTBE
numdornposudepanns Ooyiee BbIpakKeHa 1 HApPyIIaeT HOPMaJbHOE aHATOMIYECKOE COOTHOLICHUE
OPTaHOB, HO MOXKET 3HAYUTEIbHO YMEHBIINUTHCS WIN AK€ UCUE3HYTh B MOAPOCTKOBOM IEPHOAE
u y B3pocnbx. Jlumponpomudepauus npu AJIIC He conpoBoXIaeTcs TMOBBILICHHEM
TEMIIEePaTyPhL.

CnneHomeranuss u remaroMeranuss — xapaxtepHble npusHaku AJIIIC. Veenuuenue
CeNe3EHKH MOXKET OBbITh 3HAYUTENIbHBIM U BBI3BATH LIUTONEHUH B PE3yJbTaTe THUIEPCILUIEHU3MA.
ITonosuna nauuentos ¢ AJIIIC noasepratorcs crieHSkToMuud. [IprunHamMu 1St CIUIEH>KTOMUHU
CIy’KaT. THINEPCINICHU3M, TsDKENbIe ayTOMMMYyHHBIE LIUTONEHWH. [emaromeranuss He
COIPOBOJKAAETCS] HAPYIIEHUSIMH MEYEHOYHOH (PYHKIMH, €CIU HE Pa3BUBACTCA ayTOMMMYHHBIN
WM BUPYCHBIHA T'eMaTuT.

I'emaTonornueckue HapyLUIEHUS POSIBIIIFOTCS B OCHOBHOM HMMYHHBIMH WJIM BbI3BAHHBIMHU
TUTNIEPCIUICHN3MOM HHUTONEeHUsAMH. ONUCaHbl CIydad AM33PUTPOIO33a C HAIUYHEM OOJIBIIOTO
KOJINYECTBA 3pENbIX JHPHUTPOONACTOB M yHopHast 303uHO(mMs. XapakTepHO HaJIU4He
TUM(POINTO3a, PEKe PA3BUBACTCS TUMQOTIECHHS.

Hpyrum nposisneaneM AJIIIC, koTOopoe OYEBHOHO CBS3aHO C Je(eKTaMH aronTo3a,
SIBJISTEOTCS] @y TOMMMYHHBIE OCJIOKHEHUSI. AYTOMMMYHHbBIE PEaKIMH AESATCS Ha TPYIIbL: IepBast
— AyTOMMMYHHbBIC HAapyIIEHUs, BOBJEKAIOIUE KIETKH KPOBH (TEMOJUTHYECKAs AaHEMHUS,




TPOMOOIIUTONEHUsT U HEWTPONEHMs ), BTOpas — OoJiee penkue ayTOMMMYyHHBIE HapyIICHUS,
3aTpParuBarOIINe APYTHE OPTaHbL.

Y MHOrux OOJBHBIX BBIIBISIETCS KOMOMHALMS OBYX AayTOMMMYHHBIX HapyIICHUH
(manbonee yactoe coyeranne — TpomoOoruroneHus: u KymOc-nonoxkuTenbHasi TeMOJTUTHYECKAsT
aHemus1). Hauano ayTOMMMYyHHBIX peakIUil HeoOs3aTeNbHO COBIAAAET C  HAYaJIOM
muMonponudepaii 1 MOKET MPOSIBIATHCS MO3/HEE: B TO BpeMs Kak JuMgonpoaudeparvs
MOYKET YMEHBIIATHCS C BO3PACTOM, TSDKECTh ayTOMMMYHHBIX PEaKIHi HEPEAKO HAPACTAET.

Kpome remomutnuecknx Hapymenuin npu AJIIIC omumcansl: 3amep:kka (pu3ndeckoro
Pa3BUTHSA, TJIOMEPYJIOHE(PPHUT, YBEUT, aPTPUT, BACKYJIUT, TUPEOUAMT, NOJHMHEHPOPATUKYIIHUT,
SHIE(PATIOMUEINT, SI3BEHHBII CTOMATHUT, YPTUKAPHBIE H JPYTHUE KOXKHBIE CHITIH.

AnomanbHoe BbDkHBaHue JumbormroB npu AJIIC, BeiBanHOe nedexkramu Fas-
OMOCPENIOBAaHHOTO ~ amoMNTOo3a, Hapymaer OajlaHC MEXIy  AaHTHAMONTOTUYECKHUMU U
NPOANanTOTHYeCKUMH  (aKTOpaMH W TPEANoNaraeT IMOBBILEHHBIH PUCK  Pa3BHUTHUSA
3JIOKAUeCTBEHHbIX HOBOOOpaszoBaHuil. Y OonpHbX ¢ AJIIIC omucanbl T- u B-mumdowmsr,
muMmpoma bepkurra, arunuynas gumdoma, auMpOrpaHysiemMaro3, pak MIUTOBUAHOHN JKeJe3bl,
PaK MOJIOUHOM >kene3bl. Pak TOJNCTOro KUIIEYHHKA, PaK JIETKUX, 0a3aIbHOKJIETOYHAsT KapLIUHOMA
KOKU U IJIOCKOKJIETOUHAS KAPLIUHOMA SI3BIKA.

JJABOPATOPHBIE UCCIIENJOBAHUA

Tabmmua 9-10. JlabopaTtopHble HaXOAKH, XapakTepHbIE I OOJBHBIX C ayTOUMMYHHBIM
mamonponudepatusHbiM cuHapoMoM (J.M. Puck, F. Rieux-Laucat, F. Le Diest, S.E. Straus,
2007)

HNmMmyHoJIOTHYECKHE

Jlum¢onuTsr:

yBennuenne koHueHtpauun CD4CDS8-T-kaerox (B wactHoctn >1% o/f TCR CD4'CD8
KJIETOK Y POJCTBEHHUKOB MTPU OTCYTCTBHH aOCONOTHOTO TMM(OINTO32);

noseimenue yposueit HLADR ' u CD57 T-knerox,

camkenne CD4 CD25' perynaTopHBIX KJIETOK, CHIDKeHHe dkcrpeccun CD27
Ha B-kneTtkax (mpu nosbimennn pactsopumoro CD27 B ceiBopotke); cHikeHue [ 3T
0 JJAHHBIM KOXKHBIX TECTOB.

I'panynouuter:

HEUTPOIIECHNUS],

SO3UHOPMITHS.

HNmMmyHOTTOOY THHBI:

nosblimenne yposns IgG, IgA n/nmm IgM;

CHIDKEHHE W/WJIH OTCYTCTBUE CIELN(UIECKOr0 aHTUTENIHOTO OTBETA Ha MOJUCAXAPUAHBIE
AHTUTEHBI.

AyToaHTuTeNa K:

spurpormraM (peaxus Kymbea);

TpoMOoIHTaM;

HelTpoduam,;

dochomumumam;

IJIaIKON MyCKYJaType;

peBMaTougHOMY (haKTOpPY;

AHTUHYKJIEAPHOMY aHTUTEHY.

LuTokuHbL

nosbitieHue MJI-10 B ceiBOpOTKE.




T'emartosiornueckue

AHemust:

TUNEPCILUICHU3 M,

ayTOMMMYHHBIN reMoJIn3;
neuIuT Kejesa.

Ilosblenne ypoBHsl BUTaMuHa Bio

Buoxumuueckue

[ToBpllIeHHE  aKTUBHOCTH  aMuHOTpaHchepas  (mpu
TeraTuTe).
[Iporennypus (npu rnomepynoHedpute)

JIEYEHUE

Jleuenne AJIIIC HampaBieHO Ha yMeHbIIeHHe Jumbornpoaudepannu U ayTOMMMYHHBIX
OCIOXHEHUH. [l 3TOro MCHONB3YIOTCS TIIOKOKOPTUKOUABI W XHUMHOTEPAIEBTHYECKHE
npenapatel. Kak mpasuno, numdonpoandepaTuBHble MPOSBICHUS XOPOLIO OTBEYAIOT HA 3TO
JIeUeHHE, OTHAKO PELUAUBUPYIOT ITOCIIE €T0 MPEKPAIIECHUS.

I'unepcrneHnsM sIBIsIETCS MOKa3aHUEM UI CIUICHPKTOMHH, OHAKO YIOAJICHUE CETe3EHKU
HE TPENOTBPAIIAET BO3MOXKHOCTH TIOCJIEAYIOIIEr0 pa3BUTHS HUMMYyHHBIX T'€MOLIUTONEHU,
NOBbIINAET pUCK UHPpeknwidi u  cHwkaer dSpdexkTuBHOCTS  aHTH-D-nedenus  mpu
TPOMOOIIMTONIEHUH.

TpomOounTonenust u remonutrueckas anemus npu AJIIIC xoporro oTBedaeT Ha KOPOTKHUE
KypChl TJIOKOKOPTUKOMAOB B BBICOKMX 103aX. B HEKOTOpBIX cCiydasx Uil JIEYeHUs
AyTOUMMYHHBIX ~ TpPOSIBJIEHUH TpedyeTrcs [UINTENbHOE TNPUMEHEHHE TIIIFOKOPTHKOUIOB,
BHYTPUBEHHOTO HMMMYHOTJIOOYJIMHA W XHMHOTEPANEBTHUECKUX cpencts (uukiodochamuna,
a3aTHUOMPUHA, METOTPEKCATa U XJIOPaMOyIIHIa).

IMPOT'HO3

IIporuos 3aboseBanust HEOIArOMPUATHBIMN.
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