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HML| no monekynapHoi MmeanuuHe Ha 6a3e CaHkT-leTepbyprckoro rocyjapCTBEHHOO MEAULIMHCKOTO

~AyTOUMMYHHEBIE SHIOKPHHOJIOTHYeCKUEe 3ab0seBa-
HUA, TaKWMe Kak caxapHbelii mmabder 1-ro tuma (CH1),
ayTouMMyHHBIH THpeonnut (AUT), nuddysHbIi TOK-
Cnyeckuit 306 (JT3), yacro BCTpeyaroTcd B ITOBCE-
OHEBHOW IIpakTWUKe Bpada-kiIuHUIUCcTa. OCHOBHBIE
CTAaHAApPTHl OUATHOCTUKM U JIEUCHHUS 3THX 3a0oseBa-
HWH IPUMEHSIOTCS IPaKTHIeCKH 0e3 M3MEHEeHUH B Te-
ICHNE MHOTHX JIET, HE BBI3BIBAIOT 3aTPYNHEHUN U HE
ABIISTIOTCST IIPEIMETOM CePhEe3HBIX MUcKyccuil. OmHaKo
B TlocyieHWE rofibl OCOOEHHO SBHO OTMEYaeTCsl TEeH-
JCHLIMS K COYETAHHOMY Pa3BUTHIO ayTOMMMYHHOM I1a-
TOJIOTMU, TIPY KOTOPOU, HATpUMED, KIIACCUYECKUN e-
6101 CJI1 3aKOHOMEPHO TIEPEXONUT B CTAAMIO KIUHU-
1eCKOM peMUCCHHM, HO 3aT€M BMECTO OOBIMHOTO "Tia-
TO", JOCTUTAeMOTO MPaBUILHOM 3aMECTUTENIbHOU Te-
Pamnueii, IOCTEIIEHHO Pa3BUBAETCS COCTOSIHUE HEOOb-
ACHUMOU AeKOMIIEHCAIIMM YITIEBOTHOTO OOMEHA, MO-
 TPeOHOCTh B MHCYIUHE BAPLUPYET JIMOO 3HAYUTEIHHO
YBeIMumMBaeTCd, CpPaBHUTEILHO pAaHO pPa3BUBAIOTCS
XPOHUYecKue OCIOXHEHN 3a001eBaHys. [ OCTIMTAIM-
3alMs malMeHTa Ha 5TOM 3Talle MOXET BHIIBUTH Ha-
Pyltenvie pyHKIIMU IUTOBUIHOM XKeJIe3E ayTOUMMYH-
HOTO reHesa, cTapliee IPUYNHON JEKOMITEHCAIIUH OC-
HOBHOro 3aGoneBanus. Ilpu 5TOM He CIemyeT pac-
- CMaTpuBaTh DPA3BUBILYIOCS ITATOJOTHIO C TIO3WITHIA
Klaccuyeckoit SHIOKPUHONOIMH KaK MEXaHWYECKYIO
- COBOKYTIHOCTD IBYX OTHENbHBIX 3aboneBanwit: CII1 u,
Hanpumep, AWUT.

: HccnenoBanus mociemuux JeT MOKA3aId, YTO B
- 9TOM cirygae MBI UMeeM IENIO C EIMHBIM MaTOJIOTYe-

CKUM TIPOIIECCOM, MMEIOIIUM CBOU
raToreHes, OoJjiee TSKEIOE TeUeHME
¥ TOBBIIIEHHBIM PUCK HATBHENIIIETO
MPUCOEINHEHNS K yXe pa3BUBLIE-
Mycs "OykeTy"' CIIeQyIOLIEro opra-
HOCTIEU(UYIECKOTO ayTOUMMYHHO-
ro 3aboneBaHus. 3abosieBaHus, NIpA
KOTOpBLIX HaOJIIomaeTcss COYeTaHHOe
(ODHOBpPEMEHHOE WM ITO3TAITHOE)
Pa3BUTHE HECKOJNBKMX HO30JI0THYE-
CKUX (popM ayTOUMMYHHOI'O 3HIOK-
PUHHOTO ITOPaXKEHUS y ONHOTIO U TO-
TO 3Ke TalleHTa, Ha3bIBaIOTCS IO~
sapokpuHonatusimu ([1BIT). B 3a-
BUCHMOCTH OT  HO30JIOTMYECKON
opMbl 3a00JI€BaHUNA, BXOIALIMX B
coctaB [IBII, oHu mogpas3nenasaoTCs
Ha 4 Buja.

Knaccudukanus IIDI1

IIDII1 — 3To accolMalMs XPOHUYECKOrO KOXHO-
CITM3VICTOTO KAHOUI03a, MIEPBUYHOIO TUIIOIIapaTUPEO-
3a ¥ TIEPBUYHON HAIIIOYEYHUKOBON HELOCTATOUHOCTH.
OnHo M3 pacIpoCTpaHEHHBIX Ha3BaHUN CHUHIPOMA,
APECED (ot autoimmune polyendocrinopathy-candi-
diasis-ectodermal dystrophy), mogyepKuBaeT ayTOUM-
MYHHYIO TIPUPOIY BXOISIIUX B €r0 COCTaB 3a00JeBa-
Huil. MUHUMYM OBa 3a00JeBaHUS U3 TPEX OCHOBHBIX
NOJDKHEI NPUCYTCTBOBATH omHOBpemeHnHo. I1OI11 —
pelKoe CIopagmyeckoe 3a00JIeBaHuE C ayTOCOMHO-pe-
[IECCUBHBIM THIIOM HacjlemoBaHus. PacrpocTtpaHeH-
HocThb IIDIT1 cocrasnser ot 1 ma 80 000 B8 HopBeruu
1o 1 Ha 14 400 8 Ounnaanuu. KpoMe OCHOBHBIX 3a-
Gonesanuit, mpu I1D111 HabmomaoTCd M Ipyrue, Mu-
HopHbie 3aboneBaHys. Cpeny SHIOKPUHONOTUYECKUX
3a00JIeBaHUI 3TO TUIEPTOHANOTPOITHBIA TUIIOrOHA-
ms3Mm, CII1, ayToMMMYHHBIE TUPEOTIATUA, AYyTOUMMYH-
HBbIE ITOpaxeHus Tumodusa. AyTOUMMYHHEBIE 3a6071€-
BaHUs XeJynouyHo-kumieunoro Tpakra (2KKT), Ha-
omomaemble pu [1BI11, BiIO9aoT B ce0d XpOHUYE-
CKMIl aTpo(dWUeCKUi TacTpUT, MEPHUIIMO3HYIO aHe-
MHUIO, CUHIpOM Maitbabcopbitun. Kpome Toro, BCTpe-
Ya¥OTCH XPOHWYECKUM AKTUBHBIN TETIaTUT, BUTUIIUIO 1
AJIOTIEINS, KepaTOKOHBIOHKTUBHUT.

OO6bpIyHO HelGIoT 3a00IeBaHNS IPUXOOUTCS Ha NeT-
CKUM BO3pacT, U B TeUeHMUe NepBhIX 20 JIET XXU3HU IIPO-
SIBJILIOTCS CHMIITOMBI BCEX TPEX OCHOBHBIX 3a00JIEBa-
guit. CoIyTCTBYIONIME MUHOPHEIE 3a00JI€BAHUA MOTYT
pasBUBATHCS TTO3MHEE, BIUIOTh B0 50-JIETHErO BO3pAC-
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Ta6nnua|

. Knaccnuxamas IIDII3 (no M. Neufeld u R.Blizzard [9] B momudukanun C. Betterle [2] ¢ n3smenernsamu)

AYTOUMMYHHBIE 3260- o THpeorIuT XalmmoTo
JIEBAHUS LIUTOBUIHON , BosesHb I'peiieca
KEJIE3BI » Mnuonaruyeckas muxcenema
« beccummromusiit AUT
o DHIOKPUHHAS O(PTAILEMOIATUS

« CI1

« bornesnp Xupara

o JIumbouurapHsIit
TUITOGU3UT

« [lepBruHas Hegoc-
TaTOYHOCTh STUYHU-
KOB

CoueTaHHBIE AyTOMM -
MYHHBIE 3a60JIeBaHUS 9ECKUI racTpuT
o Hemuakus

HOW KHUIIKK

LHUPPO3

« XpoHugeckuit arpodu-
o [lepanniviosnas anemust
o CHHIpOM pasnpaxeH-

o AYTOUMMYHHBIH [eMaTUT
o [lepBUYHEbI GLUITMAPHEIIT

«CKB wm IKB |
« IBCT

o PeBMaTOUIHbIN apTpuUt

o CepoHEeTaTUBHEIIM apTpuUT

o CHUCTEMHEBIN CKIIEPO3

o Cunnpowm Illerpena

o Cunmpom Bepnbroda -

o AHTHGOCHOTUITUAHEIN CHHApOY,
o AYyTOUMMYHHBIHM BaCKYJIUT

« Butwmmro

o Ajtonienust

» MuacTeHus rpaBuc

o Cunnpom lltuddmana
« PaccesHnmiil ckiepos

Bun 115113 I15113a II3T13b

3I13c - 1I3M3d

COEAMHUTENILHOM TKAHMU.

Ta. B GOBUIMHCTBE CITy4aeB IIEPBbIM PAa3BHBAETCS XPO-
HUYECKUH KaHIMI03, YaCTO 3TO MPOUCXOIUT B IIEPBEIE
5 JIeT X13HH, 332 HUM CJIellyeT IUIoNapaTupeos (00bId-
HO mo 10-ymeTHero Bospacrta), a 3aTeM — 0OJe3HDb All-
mnucoHa (mo 15—20 net). Takke GbIIO OTMEYEHO, YTO
B NIeOroTe 3a00JIeBaHNs B PaHHEM BO3pacTe CUHIPOM
IIDII1 3aTparuBaeT MHOXECTBO OPraHOB, B TO BPEMSI
KaK TTO3MHUHI NeOIOT COPOBOXKIAETCH HEOOIBLIUM KO-
JINYECTBOM 3a00JIeBaHM.

IIBII2 — gacToTa 3TOrO CHHIPOMA B TIOMYJISIIUN
coctasigeT 1,4—2 cmyyas ga 100 000. [IDII2 MoxeT
BCTPEYAThCS B JIFOOOM BO3pAcTe U Y JIUIL 060Ero Moa,
OIHAKO 0GoJiee TUIMYEH OH M XKEHIIWH CPEIHEero
BO3pacTa M penko Habmomaercss y mereit. CUHIpOM
ITBI12 xapaxTepusyercss HamuumeM GOJTE3HN AIIKCO-
Ha (100%) B coueranum ¢ AUT (69—82%) u/umu CJI1
(30—52%). Kpome Toro, mpu ITDTI2 omvcansl Takue
ayTOUMMYHHBIE 3a00JIEBaHUS, KaK MUACTEHUS IPABHC,
UeTTUaKWs, IIEPBUYHBIA IMITOrOHATU3M.

IIDII3 BTIOYaeT ayTOMMMYHHbIE THPEOIATHH (50-
Te3Hb XalluMOTO, UIUOIIaTHYeCKas MUKCEIeMa, bec-
CUMIITOMHBIA ayTOMMMYHHBIM THPEOWIUT, OOTE3HB
I'peiiBca, sHAOKpUHHAS ODTATEMONATHS) B COYETAHNY
C IPYTMMH ayTOUMMYHHBLIMU 3a00eBaHUSIMM, KPOME
bomesnn Amnucona. Knaccudukanmsa IIDTI3 mpen-
CcTaBjieHa B Tabi. 1.

IIDII4 — penkuii CHHIPOM, XapaKTepH3YIOLUIHitcsa
accouranyell ayToMMMYHHBIX 3a00JIeBaHMIT, HE BO-
MEeIIINX B IPEAbIayline Kateropun. Hampumep, 60-
JIE3Hb AIICOHA B COYETAHUU C OIHUM "MHUHOPHBIM"
3aboneBanueM IIDII1 wmu Gojee: TUINIOTOHATU3MOM,
aTpoPUIECKUM TaCTPUTOM, MEPHULIUO3HON aHEMUEH,
LeJHaKuen, MUaCTeHUE! TPAaBUC, BUTHIINTO, aJIOTICIIH -
el u T. 1. IIpu 3TOM OTCYTCTBYIOT OCHOBHBIE KOMIIO-
HeHTsI [IDI11, T. e. HeT HU XpPOHWYECKOTO KAHIMNO034,
HU TUIIONApaTUpeO3d, a Takke OTCYTCTBYIOT KOMIIO-
HeHTsl [TO112 (ayronvmyHHble TpeomaTtun, C/I1).

Knacendukarms II911 B 10CcTaTOYHOMN Mepe YCIoB-
Ha, TaK KaK MHOTM€ CHHIPOMBI XapaKTepU3yIOTCS 10~
CTEIIEHHBIM, JTSAIIUMCS MHOTA He ONUH JECSTOK JIET,
BOBJICYEHMEM OPraHOB B ayTOMMMYHHEII [IPOIIECC, U B

26

Npumewanue. CKB — cucreMHas KpacHast BOMYAHKA; HKB — muckounHas kpacuas Boxdanka; JBCT — nuddysHbie 3a60/eBaHuy

TEYEHNE XU3HU Y OMHOIO U TOTO Xe GONBHOTrO Moryr
OBITh TMATHOCTHPOBAHAI pasHble TUITHL TTDI1. Kpowme
TOTO, CYIIECTBYET ITOHATHUE "HEIIONHOTO CHHIPOMA
IIBI1", xapakrepusyolee GOMBHBIX, ¥ KOTOPBIX KITH-
HHUYecKas KapTUHa "0TCTaeT  OT WMMYHOJIOIMYECKOI,

Ceposornyeckuii cTaTyc NANMEHTOB C SHIOKDPHHO-
HaTHSAMH M €r0 KIMHMIECKOoe 3HayeHuwe. B CHIBOpOTKe
OOJNBHBIX C M30JMPOBAHHBIMU AyTOMMMYHHBIMH 3H-
TOKPUHOJIOTHYECKUMU 3a00TeBaHUAMK, a TaKKe C
ITSII, moryT 6BITH OOHAPYKEHB! HUPKYIUPYIOIINE ay-
TOAHTHTEJIA, HaIlpaBJIeHHbIE K aHTUIeHaM-MULUEHIM
COOTBETCTBYIOILIETO OpraHa. BuIbl ayToaHTUATEN, COOT-
BETCTBYIOIIME WM AHTUTEHBI, & TaKKe OpraHbl Jubo
TKaHU-MUILIEHU TIPENCTABIEHEl B TA0I. 2.

AYTOaHTHUTENA, TePEUMCIEHHBIE B TabI. 2, MOTYT
OBITH OOHAPYKEHBI B CBIBOPOTKE MALIMEHTA PA3THYHbI-
MU METOIAMM, OCHOBHBIM U3 KOTOPHIX SIBIAETCS METON
HenpaMo# uMMmyHodIoopeciieHIi. [IpenMyILecTBo
IAHHOIO METOJA COCTOUT B TOM, YTO B KadyeCTBE HUC-
TOYHHKA HATUBHBIX AHTUTEHOB IIPUMEHSIOTCS HedUK-
CHPOBaHHBIE KPUOCPE3Bl TKaHEHW, M 3Ta OCOOEHHOCTD
cybcTpara 1mo3BosIsSIeT U36eXaTh B OOJMBIIMHCTBE CIY-
4aeB IPO0JIeM ¢ IeHaTypaluei antureHos. Kpome T0-
o, B CyOCTpaTe COXpaHsSIeTCsS IMCTOJIOTHYECKAs CTPYK-
Typa TKaH¥, ¥ 3TO ITO3BOJISET TOYHO OIPENEIATh JIO-
Kamu3aluio UMMYHHBIX KOMIUIEKCOB aHTUTEH—ayTo-
antureno. OCOOGEHHOCTH MeToma ¥ Habop ayTOaHTH-
TE€J, JOCTYIIHBIN [JIS1 BBISBICHUS, TIO3BOJISIIOT UCIIOIb-
30BaTh METON HEIPAMOU MMMYHOMIIOOpECIIeHIIAN B
Ka4yeCTBE OCHOBHOTO IIPY MPOBENEHUM WMMYHOJOIH-
9eCcKOTO 00cnenoBanus 60abHEIX ¢ TIDTT wmm ¢ moo3-
penuem Ha I13I1.

AnTHTEa K OCTPOBKOBbIM KieTkam Jlanreprasca.
Bomee 25 ner Hazam MeTOIOM HeNpsIMoit mMMYHOD-
JIIOOPECLEHIINI Ha 3aMOPOXEHHBIX Cpe3ax JeloBeyue
CKOM ITOIKEITYTOTHOM Kele3bl ObUIM BBISBICHBL ayT0”
aHTHUTENa K LUTOIIa3Me ITaHKpeaTHYeCKuX B-KiIeTok:
AHTUTENa K OCTPOBKOBBIM KileTKaM JlaHrepraHcd
(AOJI) MoryT GBITH OGHAPYXEHBI IPUOIUIUTENHHO ¥
80% mammenTos ¢ ne6orom CII1, mpudem y geteit 3107
TI0Ka3aTesb BHILIE M COCTAaBISIET 85—87% (MexIyHA
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AH']'HTeﬂav

Tabnuua 2

0OHAPYKUBAEMbIE NPH MOIMIHAOKPUHHBIX cuHApoMax (mo R. Humbel [4] ¢ u3meHennaMu u JONOJHEHUAMH)

AyTOMMMYHHOE 3a6osieBaHme OpraH/KiIeTKu

AHTHUTEHBI AyToaHTHUTENA

K1 ocTpoBKOB JlaHrepraHnca
[IInToBHIHAS Xene3a

DONOUTENNH IUUTOBUIHOU XENe3

¢pHULIMO3HAA aHEMUs], XPOHH-
ciutii aTpoQUYECKUN TacTpUT

e THAKISA ToHKasT KUIIKA

Bone3Hb ALIUCOHA Kopa HagmoueyHUKoB

yTOI/IMMyHHbel TUIIOrOHaoU3M
© KM roHang

MHCYymMHIPOIyIIMPYIOLIYE KIIET-

HapI/ICTEUILHI:IC KIIETKH 2KejJayaKa

CTepOoranpORyLIUPYIOUINE KIET-

Hucynun, GAD, 1A-2 u np. AOIJI, agTUTENa K MHCYINHY, aH
m-GAD, anTu-IA-2
Peuenrtop TIT, dnaBonporent 1 AnTuTena K peuentopy TTT

G2s (ayToaHTUTEH ITIa3HBIX

MBILIIIT)
bl [lepokcunasa TUpeoLuToB, Tupe- ATII, aHTHTENA K THPEOTTI00YIH
OrJIOOYIMH HY
Na*-, K*-AT®a3a, suyrpennnit  ATTKXK
dakTop
TxaHeBas TpaHCIJIyTAMUAHA3a ADA, aururena x tTG, aHTUTeNa
K DJIMAIMHY
AKH, anTutena K 21-runpokcu-
nase
AKH, aHTuTEeNa K CTEPOUAIIPOLY-
LVPYIOWINM KJIETKaM IOHan, aH-
TUTeNa K 17-rugpokcunase, K
20—22-npecmonase, Kk P450 scc

21-rumpoxcuiasa

17-tunpoxcunasa, 20—22-nec-
monasa, P450 scc

onHoe HasBaHue 3TuX ayroaHTuTen ICA ot Islet cell
ntibody).

Meton BeigBIeHHSI AOJI mMeeT HEKOTOpLIE OCO-
GeHHOCTH, CAMOI IJITaBHOU M3 KOTOPBIX SABJILETCA He-
_BO3MOXKHOCTD y4eTa IMOJYKOINIYECTBEHHOIO PE3yIbTa-
Ta B TUTPaX. OTO CBA3aHO C TEM, YTO MEXIY TeCTaMU
¢ pa3HbIM ayTOTICUIHBIM MaTepUanoM, IIPOBOAUMbBIMU
B OJHO ¥ TOM Xe 1abopaTopru, a OCOOEHHO B PA3HEIX
1aBopaToOpHsIX, CYIIECTBYIOT 3HAYMTENbHBIE PACXOXKIE~
HHs B HOpMax pa3BeNeHUN CHIBOPOTKU, IIPU KOTOPHIX
oHa cyuTaercsa monoxurensHol 1Mo AOJI, B olleHKe
YUCJIOBOTO BBRIPAKEHMS IS BBICOKUX, CPEIHUX, HU3-
xx TuTpoB. OJVH U TOT Xe TUTP, Hanpumep 1/8, B o1~
HOI1 1a0opaTopyy O3HaYaeT "OTCYTCTBUE aHTUTEN ", a B
Ipyroit — "cpenHuii yposeHb aHTUTeN . C IEIBIO CTAH-
TapTU3alluy MeTOHAa HEOTHOKPATHO MPOBOAWIMCE ME-
KIyHAPOMHBIE KOH(MEPEHIINH, MPOorpaMMbl KOHTPOIIA
KayecTBa C yyacTueM OONBIINOro KOJMYecTBa Jlabopa-
Topuii. MToroM craHgapTU3alWy SBWICI MEXIyHa-
ponHeri ctangapT AOJI, B KOTOPOM UCIIONIb30BAIUCH
pasBeneHUs peepeHTHON CHIBOPOTKU, U IJISL OIIpene-
JIEHWSI KOJWYECTBA aHTUTE ObUIMA TIPUHATH € TUHUIIEI
JDF (Juvenile Diabetes Foundation units, Ha3BaHEI 11O
UMEHU OBIIeCTBa, KOTOopoe HUHAHCUPOBAJIO 3Ty pabo-
Ty). JlaHHBI CTAaHAAPT IO3BOJUI YYECTh Pa3NUuud B
YYBCTBUTEJIBHOCTU OTHEJIBHBIX TECTOB, IIPOBONVIMEIX B
pasHeIXx Jaboparopusix. MHOXecTBO sabopaTopuit
Y4acTBOBAJIM B pa3padOTKe CTAaHAAPTHOTO IIPOTOKOJIA
onpenenenust AOJI, B MpoOM3BOIACTBE M pPacIIpOCTPaHe-
HUM 06pa3loB CTAHAAPTHBIX CHIBOPOTOK, YTO IIO3BO-
TWI0 MUHUMM3MPOBATh pa3lM4dvg B pesyibraTax, a
TaKoKe VIYYIIUTb BOCIPOU3BOOUMOCTEL WCCIENOBa-
TENLCKUX paboT.

ocne orkpoiTisg AOJI B Te4eHUE HECKOJIBKUX ie-
CATUIIETHH OBIIM BBIOEJIEHBI M OMMCAaHBl OTHEILHLIE
AHTUTeHBl, Ha KoTophle pearupyroT AOJI. IIpexne Bce-
ro, sTo mryraMataekapookcmnasza (GAD, ot Glutamic
Acid Decarboxylase) u Tupo3uH®OchaTa30mon00HbIIN
Benok (IA-2, ot Insulinoma Antigen 2). ITocne oTKpbI-
THS DaHHBIX CEPOJIOTMYECKUX MapKepoB OBLLIO IPOBE-
IEHO MHOXeCTBO paboT IO MCCIIEeNOBAHUIO MX YYBCT-
BUTENTBHOCTH W IPOTHOCTUYECKOIO 3HAYEHUSI B CpaB-
Henun ¢ metomoM AOQOJL. bruia obHapyXeHa 3HAYM-
T€NbHass KOPPENIIds MEXIYy STUMU aHTUTEJaMU U

o 'AOH;'TIPI/I"O)IHOBPCMGHHOM' VCCIIEAOBAHMU aHTUTET K

GAD u IA-2 npu6au3uTeIbHO B 85% BCeX CBIBOPOTOK,
comepxaimux AOJI, ObUTM 00HApPYXEHBl aHTUTENa K
GAD wu/wnu IA-2. Cpenu ChIBOPOTOK, COAEPIKALIMX
BeIicokui THTp AQJI, nmuiib 6% 06pas3nos He comepxka-
au ayroaHTuTen HU K GAD, Hu k [A-2.

AOIJI aBIgIOTCS 30J0TBIM CTAaHNAPTOM AWMAarHOCTU-
xu CI1. OmgHospemerHo ¢ aHTU-GAD wu aHTH-IA-2
OHM KUCITONBL3YIOTCS IJIsSI ONPENeeHNs] pUcka PasBUTHA
CII1 v poICTBEHHHWKOB IEPBOI TMHUU POLCTBA GOJIb-
Heix C/I1. BrIIO oIpeneneHo, 4TO BEPOSTHOCTb pas-
putug C/J1 B TedyeHMe 5 JeT paBHA IPUOIMBUTENBHO
10% nipu HaIWMYKUKM OTHOTO AyTOAHTUTENA, IPUOIM3U-
TenpHO 50% NpU HATWYUU ABYX ayToaHTUTET W 60—
80% 1ipu HAIMYUU BCEX TPEX ayTOAHTHUTEIL.

Kpome Toro, AOJI camu o cebGe MOTYT UCIIONb30-
BaTbCA I OlleHKY pucka pa3sutus CI1 y poncTseH-
HUKOB GonbHEIX CH1: 73% poICTBEHHHKOB, Y KOTO-
peix BeigBieHsl AOJI B xonmuectse 20 JDF u 6o7ee, B
teuenue 10 mocuenyouux JeT HabmoneHns 3a001eBa-
tot CII1. TTpu o6Hapyxeauu AOJI B konuuectse oT §0
JDF puck passutust CII1 B Teuenue 10 jer paBeH
100%. TIpu xommuectBe AOJI ot 4 mo 20 JDF stoT
puck yMmeHbmaeTcs 10 40%.

Hna omenku pucka paszputug C1 B momynrauun
AOJI oxazaiych HeTIPUTOAHBIMU. OTHOCUTENBHO PEll-
Kasl BCTpeYaeMOCTh 3a00JIEBaHMS, HECKOJIBKO OrpaHu-
YeHHas YyBCTBUTEIHLHOCTh METOMA JaXe B COUETAHWU
C €ro BBICOKOM CITeIM(PUUYHOCTBIO MHal0T IIPOLIEHT
OIIMOKH, TIPEBOCXOISIINN IIPOTHOCTUYECKOE 3HAYeE-
Hue MeToja. Ha moiio cropamuyeckux, HeCeMeWHBIX
ciyyaes 3abosnesaemoctt CI1 mpuxomutcst 85% Bcex
ciaydaeB BriepBbie BuIABleHHoro CJ1. Ilostomy nuirb
octasinrecs 15% 6onpHbx CJI1 MOryT OBITH 3apaHee
BLIABIIEHH ITyTeM onpenenerus AOJI npu obcnenosa-
HUM POLCTBEHHUKOB, 60mpHBIX CI1, X0TsI 3ab0NeBae-
MOCTb CpEId POACTBEHHWKOB ITpuMepHO B 10 pa3 BBI-
1€, 4eM B ITOMYyJIILINHN.

TaxkuM 00pa3oM, IMPOTHOCTHYECKAs LIEHHOCTb OIl-
penenennss AOJI 3aBUCUT OT TOTO, B KaKOW TpyIIIe
IIPOBOIMTCH CEPOJOTMIECKUM CKPUHUHT (POICTBEH-
muky 6onpaex CJI1 mubo obmias momymsanus). Kpome
storo, onpenenenne AOJI mpu ITIDII Taxke mmeer
OCODEHHOCTH B IIPOTHOCTUYECKOM 3HAUEHUY Y IMaili-
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€HTOB ¢ [IBIT1 u ¢ IIBT12—4. Bruro TI0OKa3aHo, YTo
‘AOJI, a Takke anTuTE A K GAD MOTYT OBITB 06Hapy-
KCHBI IPUONU3UTENBHO Y 41% manreHToR ¢ IIBIT1,
XOTA Tipu 3ToM THre I19I1 C/I1 paseubaertcs CpaBHU-
TCJIBHO PEIKO, MeHee yem B 18% CIIyJaeB, W ITOJIOXKU-
TEBHOE IIPOTHOCTUYECKOE 3HaYenue AQJ] npu [15I11
COCTaBNgeT Beero 27%.

HaneHedime ucenenopats moxazanu, yro AOJI y
mauueHToB ¢ II9IT] mo ceoum AMMYHOJIOTHYECKIM
XAPAaKTEPUCTUKAM OTIAYAIOTCH OT COOTBETCTBYIOLIIITX
AHTUTE], HabJIIOJaeMbIX IIPU CA1 wmu IIBT12—4. Ha-
pumMep, anturena Kk GAD npu 19111 XOpOLIO BBHISB-
JITIOTCA C TIOMOIIBIO BECTePH-OJIIOTTHHTA, YTO TOBOPUT
00 MX BO3MOXHOCTH PACTIO3HABATE JIMHENHYIO ITOCe-
NOBATEIBHOCTL S3IIUTONOB 3TOrO (bepmenTa. AnTH-
GAD mipu CJI1, HaMPOTUB, PACIIO3HAIOT TOJBKO KOH-
bopMalOHHBIE  SMHTOML] HENEeHATYpUPOBAHHOTO
6enka. Takum 00pa3oM, aHTUTENA K GAD, BrLIBISIE-
MBIE€ ¥ OOJIBHBIX C [I9I11, u anTuTena x GAD y 60/b-

HbIX ¢ [TOT12—4-u C/T1 pacriosnator Da3HBIE SMUTOIEL.

Kpowme Toro, TIOJIY9CHBI JaHHbIE, YTo 1pu [1DI11 mu-
meHbio0 AOJI MoTyT 6bITh aHTUTEHEI, HE UMEIOIINE OT-
HONIEHWS K aHTUTEeHAaM, XapaxkTepHbIM 11 CII1. Tax,
Cystein sulfinic acid decarboxylase (CSAD) B amuno-
KICJIOTHOH ITOC/Ie[0BATENLHOCTH Ha 50% MIOEHTWYHA
GAD, u AOJI MOTYT TIEPEKPECTHO CBI3BIBATH STOT AH-
TureH. bonee neHHBIMEI TIPOTHOCTUYECKMMU MapKepa-
Mu pucka passutus CI1 mipu IIBI11 seisiores AHTH-
Tena X IA-2 u uncynuny.

Hecmorpsa wa OTDAHMICHHYIO TIPOTHOCTHYECKYIO
ueHHOCTE AOJI v mamueHTOR ¢ IIBIT1, a Takxe HewH-
bopMaTHBHOCTL ceponoriueckoro CKPMHMHTA TIOITy-
LMK, CYLUECTBYET IPYIIa GOMBHBIX, YV KOTOPHIX BEI-
ABJIEHUE STHX ayTOAHTHUTEN MOXET TOMOYE B orperne-
J€HNM pucka passutus CJ1. K sroit TPYIIIIE€ OTHOCAT-
Cs ICTU C HApYIIEHUSIMU YTIIEBOLHOTO obMeHa, y Ko-
TODBIX OTCYTCTBYET SIBHAS KIMHWYECKAS KapTUHa [e-
6rota C/I1. Hamu 6putn obcnenoBansr 20 meteit ¢ Ha-
PYUICHHAMU YIIIEBOIHOTIO OOMEHA U MMONO3PEHNEM Ha
nedor CI1, 10 mansumkos u 10 NEBOYEK, CpemHWi
Bo3pact 12,85 + 0,59 roxa, pasbpoc ot 5 1o 17 ner. Hu
OMH PEOEHOK HE MMEN "GOMbIITiX cumnrTomoB” CJI1:
KAKIBI, TIOTUYPUH, TTOXYNAHUS. DIU30IEL TUIIEPTIIN-~
KEMHW OKAa3aJIMCh €IMHUYHEIMY, TTTIOKO30TOJIEPAHT-
HbII TECT He TaBasl yOeAuTe TbHbIX MaHHBIX, CBUIETEIb-
CTBYIOIMX 0 Hamuyuu CJI1. B pesynbpTare obciaenona-
HUA HI ONHOMY peGeHKY He GBUT OCTABIEH IMarHo3
CI1, u netw 6bTH BBIITMCAHEI 110N HaOIIONeHMe paii-
OHHOTO 3HIOKpUHOIOra. M3 5Toik rpynmnel AOJI 6sutn

Kmmnnyeckue nannpie JeTeld ¢ HapymeHusIMu YrieBonHoro oomena u ¢ Haamunem AQOJT (n=4)

[mroxosa nipu
JDF NOCTYTITEHUH,
MMOJTb/IT

Howmep 06-
pasua Kposu

Bospacr,
TOXBI

1 X 14 20 5,2
2 M gt 47 6,2
3 e T 30 6,2
4 M 14 148 3,83

Mpumevanue. IKBIT — nuckuuesus KETTYEBBIBOMSILMX TIyTE.
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ComnyreTByromme 3aboseBaHusT

HuddysHeiii HeTokcHnyeckui 300, ayrupeos, JIKBIT Hapyiuenwe yrnesommoro obmeHa
XpoHMYeCKHit TacTponyoneHuT, oxupenue I crenenu To Xe
Beretococymucras mucronus

OBHAPYKEHBI Y 4 YeNOBEK: IBYX MalbUUKOR U IBYX e
Bouex. KnmHuueckne nannee nereit TIpeACTaBNeny,; |
Tabm. 3. ’

Yepes 3 mec ommu pebeHok (obpazerr KPOBH Np 9,
OBUT TOCITUTAIU3UPOBAH B PCAHUMANIIOHHOE OTre .
Hue 1o nosoxny ne6iota CI1 B cocTosTHUM KeToaryy,.
3a. Y octanbHeIX 16 meteit 3a 2 rona HaOJIONe Hj g
6rora C/I1 He 6bu10. Yepes | rox y 1 manvenTa (06pg.
3€1l KpoBH Ne 4) pasBuiics ne6roT 60mesmHn Alcoy,
[IOSTOMY IUISL TaHHOTO GOMBHOIO, KaK yxke YKa3higg.
JI0Ch BbIIIIE, ¢ mOMOIIBI0 AOJI HEBO3MOXKHO npencky.
3aTb pUCK pazButusg CJI1.

Takum obpasom, ompenerenue AOJT moxer .
MOYb YCTAHOBUTb pUCK pasButus C/I1 B CTy4ae Hapy.
UIEHUA YTIEBOIHOTO 00MeHa, HO 6e3 IBHOI KIWHUYe.
CKOM KapTHHBI 3260/ BaHMS.

AHTHTENa K THpeonepokcunase. Hauboee pacrpo-
CTPAHEHHBIMYU ayTOUMMYHHBIMU 3a6071€ BAHISIM y-

_ TOBUIHOM KeNe3nl ABIAIOTCT AU T JIT3. [Tga OCHOB-

HBIX BUIA TUPEOUIHBIX AHTUTEHOB — 3TO TUPEOTIEPOK-
CHAas3a M TUPEOrNoOyMHH. AHTUTENA K TUPEOIEPOKCH-
nase (ATII) o6HapyxuBaoT y GOIBHEIX Kak ¢ AUT (B
47—100%), Tak u ¢ HT3, Ho mporHOoCTHYeCKOE 3Haye-
e ATIT umeror numm s pasButust AUT.

B crrygae, ecu ATII He obHapyxeHsl, a TTT Menee
2 MEJl/n, BEposTHOCTS passutnss AUT v xeHmuy p
TeyeHue 20 et cocrapnser menee 5%. Ipu Hamany
TIOBBIIIEHHOTO ypoBHA TTT 1o 6 MEJ/7 u Gosee ge-
DPOATHOCTh pasBuTUA AUT yemmumpaercy o 55%,
IIPU STOM €XErONHBIA PUCK pasButus AWUT paBen
2,6%. Eme 3HaunTeNbHEeE YBETIMUUBAETCS €XETONHbIH
puCK paseutust AUT, ecnu y mammenTa OOHapyXuBa-
€TCA OBbIIEeHNe YpoBHA U TTT, u ATIL. B TaKOM CIy-
Jae ©XErOMHEIN pUCK cocTasnseT 4,3%. Ipy Hanymy
TonbKO ATII, 6e3 moBbIIeHIS ypoBHA TTT, exeron-
HBIA prck passutusa AUT cocrapiger 2,1%. Mpumep-
HO y 10% mauwmentos ¢ ATIT win AHTUTENaMU K THpe-
OrTOOYIUHY Yepes HEKOTOPOE BPEMS MOXKET CHU3UTH-
Cs TUTP ayTOAHTUTEN HILKE AUATHOCTUYECKOTO, Y yac-
TH 13 HUX 3TO COMPOBOXIAETCS HOpMaJIU3aluel cier-
Ka MmoBbIIIEHHOTO ypoBHS TTT.

Coueranue AUT u CI1 4yacto BcTpeyaercs IpH
OIL. ing Beisicuennst pornr ATIT B passutnu 1511
STH aHTUTENA ONPENENSNE B CHIBODOTKE GOJIBHDBIX
CI1. B omgaom UCCIeNOBaHNY, The 38 TaIMeHToB C
CI1 nabironanucs B Tevenme 18 JIET, OBITO BLISBIIEHO,
4To G6ompHbBIE ¢ ATIT mmeror puck pasputng AUT B
17,9 paza Gonbmre, yem OonbHbIE 623 ATII. B TIpyToit
pabore B TeyeHme 4 jer Habmonamu nereit ¢ CH1, y

Ta6nuua 3

Knnnnyeckuit guarmos TIPH BBIITHCKE

Hapymenne yriesonmtoro obmeHa
10 nHabeTHyeckoMy TUITY

XpoHUYeCKMix racrponyonenut, JIXKBII, renepanuso- XpOoHUYECKMi TacTpOIyONeHHT, |
BaHHBII KaHIUI03 B ACTCTBE, IUTMEHTHBIE IATHA, To- JIDKBIT o
H03peHKe Ha nebroT 60Je3Hn ATnHcona
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3ACHHASA AKADEMUS MOCNELMMIOMHOIO OBPA30BAHUS

X M3ydaTy BCTPEYaeMOCTh ATTI, a Takke QyHKIINIO
TOBUIHON Xene3bl. [IpubNInu3nTenbHO y MONTOBUHEI
creit ¢ ATIT B TedeHume 4 et pasBUBalMCh KIIMHUYE-
e TIPU3HAKA ANT: moBeIIeHNE YPOBHA TTT, 300,
3MEHEHUE CTPYKTYDPhI IIATOBUIHON KeJIe3bl IO TaH-
bIM ygl/l
‘[lo HALUIMM IOaHHbLIM, BcTpedaemocTh ATIT cpemu
qeTedt C CI1 cocrasmser 6% (11 w3 183 yemosek).
pedHUI BO3PACT CEPOMO3UTUBHBIX 0 ATII coctaBun
3,14 £ 1,02 Toma, B rpymime ObUI0 7 MaJb4uKOB 1 4
JeBOUKH. Y nByx 0onbHBIX ObT HebroT C/I, ocTaabHblEe
yMeNI CPENHIOI IPONOJIKUTENIBHOCTD 3a00JeBaHUA
392 + 0,94 roma. g u3y4eHUA MPOTHOCTHYECKOM
neHrocty obHapyxeHusa ATII cepornmo3uTHBHBIX ma-
JMeHTOB HAOJIOJAIN B TeUeHUe IByx JieT. ¥ 2 u3 11 Ha-
fIIONABIINXCS MEHee YeM 3a 2 roma passuwicsa AUT. ¥V
manpypka 15 ser (wmrensHocts CH1 1,5 roma, tutp
ATIT 1:160) ne6ior AUT mpowusouren yepes 1 rog u
9 Mec, a 'y feBouxu 9 et (mmrensHocts CO1 7,5 rona,
murp ATIT 1:160) — gepes 6 mec. ¥V ogHoit GoIBHOMN
ATIT-oxazauch TPAH3UTOPHBIMU U 4Yepe3 9 mec uc-
_qe3mut (ZeBouka 14 met, miurensHocTh CI1 9 Mec, TUTP
ATII 1:40). ¥V octanbHBIX 32 2 roga HabmoneHug AUT
ge pasBuicd. CienyeT OTMETUTD, YTO M3 OCTABIUMXCS
87 nerett ¢ CH1, HabmogaBUIKXCS B AWHAMUKE U HE
 IMEBILIMX Ha MOMEHT IepBoro ob6cmemoanus ATII,
AWT pasBuiicsa BCero y OIHOTO IMalMenTa (neBoyka 15
_net, matensHOCTh CI1 6 met, AUT passuics yepes 1
TOf).
Taxum obpazom, ATTI ABASIOTCS LIEHHBIM CEPOJIO-
TMYECKUM MapKepoM pucka passutust AUT B rpymre
naupeHToB ¢ CJI1.
AuTHTe]a K NapHeTATbHBIM KJIeTKaM Keayaka. [Tep-
HULIMO3HAs aHEMMsI — 3TO ayTOMMMYHHOe 3aboJjeBa-
~ HHe, CONPOBOXKIAIOIIEEC Pa3sBUTHEM Ie(UIINTa BUTA-
~ MuHa B,. IlepHnnnosHast aHeMusi OOBIYHO SBIISETCS
- OCTOXKHEHMEM IIPEACYIIECTBYIOIIEr0 aTpopUIECKOro
racTpuTa, KOTODPBIA COMPOBOXIAETCS aXJIOPIUIPHEN.
W nepHULIMO3HAs aHeMWsI, U aTPO(GUUECKUIT TACTPUT
HEpenKo BCTpeYaroTcsd B cocTaBe cuHApoMor I1OII.
CeponornyeckumMn MapKepaMy TNEpHULIMO3HON aHe-
MUHM 1 aTpOGUYECKOTO TACTPUTA IBJISIOTCS AaHTUTENA K
TapueTanbHbIM KileTKaM xenynka (AITKOK). Dru ay-
TOAHTUTENA OOBIYHO HAIIPABIEHBI NMPOTUB KEJIYHOY-
HOM Na®, K"'-AT®a3el (IIpoTOHOBas MOMIIA IapHe-
TaIbHBIX KJIETOK) ¥ peXe — TIPOTHUB BHYTPEHHETO (haK-
Topa. bruto mokasano, uro AITKK npuHumaror Hero-
CPENCTBEHHOE yYyacTME B TIaTOTeHe3e 3a00JeBaHMA,
00KMpYst MesATENEHOCTD MPOTOHOBOI TTOMITBI, 4 TAKKE
Ooxupyst cBsi3bIBaHUE BHYTpeHHETo (hakTopa ¢ BHTA-
MuHOM B,,. [lepBoHayanbHO pasBuBaeTcsd ayTOMMMYH-
HEII  aTpOPUUIECKUIT TACTPHUT, CONPOBOXAAIOLIMICS
AXNOprugpuei, KOTopas MOXeT TIPUBECTU K Pa3BUTHIO
AedunnTa Kemesa U COOTBETCTBEHHO K Kee30nedi-
IuTHOM a”HeMuu. TakuM 0Opa3oM, y GOJILHOTO MOXKET
CHavajila pa3BUTBHCS AyTOUMMYHHEIN TACTPHUT, 3aTeM
XenesoneUUUTHAS aHEMUS U 3aTeM — B ,-medbuimr-
Hag anemud.
Berpewaemocts ATTKK y GOJBHBIX ¢ TMEPHULIO3-
HOW aHemuell B CpelHEM COCTaBIAET 55%, Y MOJNOIBIX
TaleHTOB OHU BBISBNAIOTCS Yalle. B obIei momys-
Iun yactorta Berpeyaemoctu ATTKIK pacter ot 3%
Bospacty 30 niet u mo 10% x 80-1etHeMy BospacTy. B
UCCIe[OBaHUM C YYACTHEM DPOLCTBEHHUKOB OOJIBHBIX

MEPHUIIMO3HON aHeMUEN ObIIO BRIIBIEHO, 4To AITKOK
B OTOW TIPYIIIE UMEIOT NUArHOCTHYECKYIO CIIelndud-
HOCTB 87%, 9yBCTBUTENILHOCTE 65%, a TIOJOKUTENbHOE
MPOTHOCTUYECKOE 3HAYEHUE TS Pa3BUTHS IIEPHULIN-
03HOU aneMuu Bcero 44%.

Iporroctuueckas enHocts AITKIK 3HaunTensHO
BO3pACTAET NPH HAIUYUM COYETAHHON ayTOMMMYHHO
HATOJIOTUH, TaKo! Kak CI 1 u/vnu ayTOMMMYHHBIE TH-
peonatuu. Ilpu stom obHapyxeHne AITKIK ¢ BrIcO-
KO/ CTEINEHBIO BEPOSITHOCTH TOBOPUT O TOM, 4TO y
BONBLHOTO UMEIOTCSI COOTBETCTBYIOIINE (DYHKINOHAIb-
Hble UBMEHEHHUS yXKe Ha MOMEHT O0CIIefOBAHUS MO0
OHMU ImogBATCA 1o3xe. Tak, B pabore H. Maclaren u co-
aBT. AIIKZK npn CH1 6butnt o6HapyxkeH® B 10% ciy-
YyaeB, U Y OOJBLINHCTBA CEPOITO3UTUBHBIX [TALIUEHTOB
pPa3sBWIACh aXJIOPTUIPHSL.

ITo HammuMm naHHbIM, Haubomee pegko ATTKIK
BCTpevyanuck B rpymnme neteit ¢ C1 (4,3%). Berpeyae-
MocTb AITKOK B rpymmax mereit ¢ AUT u [1311 tuna
3a (mpeacraBieHHOM coderatirieM CI1 U ayTOMMMYyH-
HOM TUPEONaTHH) COCTaBNIA COOTBETCTBEHHO 10,9 W
13%.

IIpu aHanM3e KIMHUYECKUX OCODEHHOCTEH HeTeil ¢
AITICK 6b110 06HAapyx)eHOo, yTo Haxuaue AITKCK co-
YeTajloCh C HAIMYMUEM TacTPUTA U TACTPOLYOIEeHNTA: B
sroit rpymie AITICK Berpewanuce B 10,9% ciyyaes, a
B Tpymine 6e3 ractputa — B 4,5% (p = 0,034, v?). Kpo-
Mme storo, AITKIK coyeTanuce ¢ aHemueit: Tak, y 60JIb-
HbIX ¢ aHeMuel AITKOK Berpeuancs B 31,8% ciydaes,
B TO BpeMd Kak y OOJIbHBIX 0e3 aHemMuu — B 4%
(p = 0,0001, .

Cpenn 6onbubix ¢ ATIKOK, He nMerommx Ha Mo-
MEHT OOCJIEIOBaHUS HUKAKUX CHMIITOMOB 3a60/eBa-
Hug KKT, He UMeroLINX aHEMUN W HaOIIOAABIINXCS
B IMHAMUKe (n = 4), MEHee YeM 3a TOI Y IBOMX pas-
BIJICS XPOHUYECKUN TaCTPOMYOIEHUT, a ¥ OJHOTO Yye-
pe3 8§ Mec pasBUIach aHEMUA.

CrenyeT oTMETHTB, UTO B TpyIe gereit ¢ CI 1, Ko-
TOpbIe HAOIIOOANMCh B IMHAMUKe 1 He umenu ATTKIK
(94 yenoseka), y 12 y>ke Ha MOMEHT 0OCIEIOBAHUS ObI-
TV BBIABJIEHBI XPOHMYECKUI racTpUT JTUGO XpOHHUYeE-
CKU# racTponyoneHuT. M3 octaBimxcs 82 4eloBeK B
TCYEHUE ABYX JIET TOJNBKO y 7 AeTel TOSBHIICSI XPOHU-
YECKUI TaCTPUT MO0 XPOHUUECKHUU TacTpOLyONEHUT,
a'y 75 4ejoBeK He OBIIO OTMEYEHO PA3BUTUS 3THUX 3a-
boneBaHUM.

JlaHHOE MCCIeNoBaHUE ITTOKA3BIBAET, YTO OOHApY-
kenne AITKK y maimmeHToB ¢ ayTOMMMYHHOI 3HIOK-
PUHHOM IATONIOTUEH MMEeT 3HAYMTENbHYIO KIMHUYC-
CKYIO ¥ [IPOTHOCTUYECKYIO IIEHHOCTh. Tak, yxKe Ha MO-
MeHT obcnenobanusa Hanuure ATTKIK cBssano ¢ npo-
SABIEHUAMHU TaCTPUTA U TACTPOIYONEHUTA, aHEMUM, a
Ha0MoaeHEe 33 OOJIBHBIMY B JUHAMHWKE CBUIETEIBCT-
BYET O ITOBBIIIEHHOM PHUCKE PA3BUTHS STUX KIIMHUAYE-
CKUX TIPOSIBIIEHUN Yy CEpOMO3UTHBHBIX 110 AITKIK
OOJIBHBIX. ,

AHTHTENA K 3HIOMH3HMI0. AHTUTENA K SHIOMHU3UIO
(ADA) aBAFIOTCS CEPOJIOIMYECKUM MapKepOM LielIia-
KWU, OHU UCTIONB3YIOTCS IUIST JUATHOCTHUKY 3TOTO 3a-
OoIeBaHU, a TAKKe M1 OTIpeNeIeHNs pPUCKa €TI0 pas-
BUTUA. JlMarHocTU4eckas CIEeIMOUIHOCT:E ADA y
OOJIBHBIX LIENMAKUEH, KOTOPBIE ellle He Hadaau COOIIo-
Iath OUeTy, gocturaet 99%, a 4yBCTBUTENBHOCTL Me-
Toma paBHa 94%.
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[IpenckasatenbHag 1eHHOCTE ADA HEOTHO3HAUHA
¥ 3aBUCHUT OT HECKOJILKNX (PakTOpoB. Tak, B ODHOM U3
' MCCIeNOBaHMi ObIIO MOKa3aHo, uTo ADA nmenn 100%
YYBCTBUTEIBLHOCTD, €CJIM CHIBOPOTKA HMAIlIEHTa OCTa-
BajlaCh CEPOMO3UTUBHOM Ooisee 4 yeT, HO obluee Mo-
JIOXHWTEJIbHOE ITPENCKA3aTENbHOE 3HaYeHE ObLIO PaB-
HO TOJIBKO 27% OT YHCTa TTONOKUTETbHEIX alEHTOB,
BBIBJICHHBIX TIPY IIEPBOM CKPWUHHUHTE. 1IpH 3TOM HU
OIMH M3 MAIlUEHTOB C TPAH3UTOPHBLIMU aHTUTEIAMU HE

UMeJ aTpO(UU BOPCUHOK, YTO ITO3BOJIMIIO IIPEATIONO-

KUTh HEOOXOOUMOCTD IMTEIBHON XPOHUYECKOH WM-
MYHHOW aKTMBAlIMK [UIS PA3BUTHS 3TOTO IpHU3HaKa. B
JpyToi paboTe NaLMeHTHl ObUIH HAIpaBIEHBI HA WC-
crenoBanngd ADA BpauaMy oOIlell IMpakTUKU. Y Bcex
STUX MAIIMEHTOB OBUIN BBIPAXEHBI HecTrenudruIecKue
abIOMUHAJIBHBIE CUMITTOMEL. B 5TOM ciiyuae ADA noc-
turn 100% MONOXUTETBHOIO IIPENCKA3aTeNbHOTO
BHaYCHMS I PA3BUTHUS LEIHAKUU, YTO OBLIO I1O/-
TBEPXKIEHO MPOBENCHUEM OMOIICUN TOHKON KUIITK.

OTMC‘ICHO, YTO 4YacCcTOTa BCTPEYAEMOCTHU ILIEIUaKWUU

- cpenu 6onbHEIX CI1 mpuMepHo B 10 pa3 BbILIE, YeM B

ob6edt rmomynsunu. [Tpu 3T0M 0COGEHHOCTHIO TIeTHA-
xuu, covetaromeiica ¢ CI1, sBuseTcda ropasno 6oiee
9acToe OeCCUMNTOMHOE TedeHue 3a60IeBaAHNs, H OpH-
EHTUPOBAThCS HA KIMHWYECKUE JaHHBIE IIPU BHIOOpE
MalMeHTOB [JII CEPOJIOTMYECKOro OOCIENOBAHUS B
JAHHOM ciy9ae HeomnpapnaHHo. C Ipyroil CTOPOHHL,
TAHHBIE JTUTEPATYPhl MOKA3BIBAIOT, YTO [IPOTHOCTHYE-
CKoe 3HaueHue OOHapyxxeHus ADA B ciydae yxe
UMEIOLIEHCA ayTOUMMYHHOW TIATOJIOTMK YPE3BBIYAITHO
BesuKo. Tak, y manueHToB ¢ C/I1 Wi ayToMMMYyHHO
TUpeonaTues Hanuuue ADA CONMPOBOXIAIOCH LIETHA-
kueit B 91—100% ciydaes, 4T0 MOATBEPKAEHO PE3YITb-
TaTaMu OMOTICHM. .

Haumi nannele IonTBepmuMnM Kak BBICOKHMI TIPO-
LEHT BCcTpeyaeMocT ADA B rpyme mereii ¢ CI 1, Tak
U OTCYTCTBHE KaKUX-IUOO SBHBEIX CUMIITOMOB LI€JTHA-
KHU Y 5TUX MAIMEHTOB. AHTUTENA OBIIA OOHAPYKEHBI
y 12 (3,3%) wenosex u3 365. B rpynme KOHTpOISI, co-
croamei u3 merett ¢ CH1 6e3 xakux-nub6o 3a6ojeBa-
Huit KKT, ADA Berpevanucs B 2,5% ciydaes, B oc-
HOBHOW Tpymue — B 4,1%, pasHuila HeIOCTOBEpHA
(p = 0,383, %?). He 65110 OTMeueHO cBsizu ADA C Ha-
JIMYUEeM TacTpUTa, TacTPOAYONEHUTd, NUCKUHE3NU

JKETYEBBIBOIAIINX IIyTel, TUabeTHYeCKOM SHTepoma- .

TUU. He OBUIO TMONMyYeHO NaHHBIX, TOATBEPKIAIONIIX
CBsI3b ADA ¢ 3alIepKKOit pocTa, MOJIOBOTO PAa3BUTHSL.

lIpuBeneHHble CBENEHWUs MOKA3BIBAIOT, UYTO IIPH
CI1 v ayTOMMMyHHOM IIaTOJIOTMH IUTOBMIHON JKe-
JIE3BI BCE KATETOPUK OOJIBHBEIX UMEIOT IPUMEPHO O -
HAKOBBIM DPUCK Da3BUTHUS LENHAKUM, U, MOCKOJIBKY
JacTOTa BCTPEUYAEMOCTH 3TOTO 3a00JeBaHNI B TaHHBIX
TPYIIIaX 3HAYUTEIBHO IIPEBBIIIAET TAKOBYIO B ITOILYIISI-
WK, CEPOJIOTWYECKU CKPUHMHT Ha ADA ITOKa3aH
BCEM OOJIBHBIM C ayTOMMMYHHOM 9HIOKPUHHOM I1aTO-
JIOTHEN.

AHTHTEa K CTEPOMINPOAYIHPYIONAM KIETKAM KO-
PBI HAMOYEYHUKOB. AHTUTEJIA K CTEPOUIITPOLYLIAPYIO-
I0UM KJIETKaM HaNITOYeYHUKOB SIBNSTIOTCS CEPOJIOTHYE-
CKMM MapKepoM Oosie3HM AInucoHa (TepBUYHAS ay-
TOMMMYHHASI ~ HENOCTATOYHOCTb  HAIITOYEYHUKOB),
KpOME€ TOIO, OHU BCTPEYAIOTCS MPHU ayTOMMMYHHOM
runoroHanusme. bosesus AnmucoHa — penxoe 3a60-
JIeBaHME C YaCTOTOM BcTpeyaeMocTu oT 0,45 ra 100 000
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B Hogoit 3emanmn no 11,7 ua 100 000 B Mtanuy, Yac.
ToTa 4—11 caygaes Ha 100 000 HabmOmaeTCy B CeRep.
HBIX EBPOIEHCKUX CTpaHaXx M OKOJO 5 Cilyuaep Hy
100 000 — B CIITA. B coyetaHuu c ayTOUMMYHHEy,
SHIOKDHHOIIATHAMU JaCTOTa BCTPEYAEMOCTH Gomesy,,
ANNUCOHA yBeTMIUBACTCS MUHUMYM Ha ITOPSIIOK. Tak
B IIOITYJIALIMY OOJIBHBIX IeNaKUeN OOIE3Hb Alicoy,
Onuta obHapyxeHa y 2 (0,29%) denoBex u3 700, 3
oompHbIx C/1, O TaHHBIM PA3HBIX aBTOPOB, Ooesy,,
AnmucoHa BeTpedanach B 0,44—4,2% ciydaes.

TecT, MO3BOJSAIOUIMI METOIOM HENPIMOi MMMy.
HO(ITIOOpeCIeHIINY OOHAPYXUTh aHTUTENA K CTepoy 1
NPOIYLMPYIOIIMM  KJIETKAM  KOPbI HA/IIOYeUHyikoy
(AKH), 6pmr paspaboran Blizzard u Kyle B 1963 T
Berpewaemocts AKH makcumaneHast (50 90%) y .
[MEHTOB C HEJaBHUM HavaloM 3abONeBaHus U e
AMATENLHOCTBIO MEHee 2 JIeT, B HalbHEMIIeM YacTor,
obnapyxennsa AKH ymeHbiaercs no 79%. Kpowme 1.
ro, gacrora BcrpeyaeMoctd AKH 3aBUCHUT 0T xmuny.
YECKOT0 TposBIeHNs 6one3Hu. OHa pasnudaercs mpy

~M30JIMPOBAHHON - 00JIe3HU —AINMCcOHAa (73%), mpn—

IIDI11 (86%) u I1DI12 (89%).

AnrtureHamu i1 AKH sBisiiorcs epMeHTH cre-
pounorenesa. M3 Tpex bepMeHTOB KOPBI HAATIOYEYH)-
KOB 21-TUuapoKcHIasa cuenududer s KOPhl HAMIO-
YEYHHMKOB (3TOT (hepMeHT KoHBepTHpyeT 17-OH-mpo-
recTepoH B 11-me30KCHKOPTH30I U 11-me30KcuKopTy-
KOCTepOH). 17-TuapoKcuiasa 3KCIPECCUPYETCS U B
KOpe Ha[IIOYeYHUKOB, M B TOHamaxX (3TOT (epMeHt
KOHBEPTUPYET MPETHEHOJIOH B JETMAPOIITHAHIPOCTe-
poH). P450 scc mpencTaBieH B HaAIIOYEUHUKAX, TOHA-
Jax 1 TUTALEHTe (OH KOHBEPTUPYET XOJIECTEPOI B TIpe-
THEHOJIOH).

Knaccnyecknit meron ompenenenus AKH wa cy6-
CTpaTe HaIIIOYCYHUKOB YEJIOBEKa TUOO IIPUMATOB 0-
3BOJIAET BBIABIISATH KaK ayroaHTUTena K 21-OH-rumpo-
KCHUJIa3e, XapaKTepHBIe s 6ONE3HU AITMCOHA, TaK i
aHTHTENA K aHTUTEHAM CTEPOUITIPOAYLIMPYIOWMX KJle-
TOK ToHan (K depmeHTaM 17-ruppoxcunaze u P450
SCC). DTO CBS3aHO C TE€M, YTO B KOPE HAATOYEYHUKOB
HMEETCs BeCh Ha0Op GEpMEHTOB CTEPOMIOreHes3a. Ta-
KuM obpaszoM, npu obHapyxkeHnu AKH meTomoM He-
TIPSMOM UMMYHOMDITIOOPECLIEHIINY BO3MOXHO BBISIBIE-
HME TPYTIT pUCKa ¥ 110 OONe3HU ANNKMCOHA, U II0 ay-
TOUMMYHHOMY THIIOTOHAIU3MY.

Ilpy pasHBIX ayTOMMMYHHBIX 3a6osepanmsx AKH
BCTPEYAIOTCA B cpeHeM B 9% ciydaes, yalie BCero Y
MAMEHTOB C WIUOMATUYECKHUM THIIONApaTHPEO30M. -
Kax nokazanu mmurensHble HaGMIOMEHHS 3a TTAlUEH-
tamu ¢ AKH, mporHocrtiuyeckoe 3Hauenue 3Tux ayro-
AHTUTETT Y eTed Oosiee BBIPAXEHO, YEM Yy B3POCIHbIX.
Taxk, B rpymme geTeit ¢ pasmMuHBIMU OpraHocrenudu-
YECKUMH ayTOUMMYHHBIMM 3a00JIeBaHUAMY, CEpOIo-
SUTUBHBIX 10 AKH, cpenHuit exXeromHbIii pacK passi-
TS G0Je3HU ANnucoHa ObLT paBeH 34%, a BepoAl-
HOCTb pa3sBUTHUA OONe3HU B TeyeHwme 11 mer mocTHINA
100%. Y B3poCHBIX MAlMEHTOB C TeMH Xe 3a6oleBa-
HusaMU U ¢ AKH exeronHsrit puck pa3sutus nepBid-
HOW HENOCTaTOYHOCTH HANIIOYEYHUKOB ObLT paBeH
4,9%, a cyMmapHBIi pucK B Teuerne 11 jieT cocTaBuT
31,6%.

B mamem uccnenoBanuu AKH 6vuti oGHapyKeHD!
y nByx gereit ¢ CI1 u3 182 obcenenoBaHabx: y Makb”
unka 13 et (tutp AKH 1:80) u y nepouku 14 net (T1TP
AKH 1:640). TIpu 3TOM Yy MaumKa He 6BUI0 HUKAKOH
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_ [IepHULIMO3HAS aHEMUS] XAT — XpOoHWYECKHI ayTOMMMYHHBIH racTpuT.

OMyICTBYIOLLIEH ITATOJOTUM, & y AEBOYKM Habmiona-

cobenrocTb BerabieHns AKH Ha cybcTpaTte Hammo-
eqHIKOB, OIIMCAHHYIO BBILIE, MOXHO MTPEAIIOIOXKHUTD,
9ro NIPWUYMHON 3aIEepPXKKHK ITOJIOBOrO Pa3sBUTHA B Ha-
frrogaBIIEMCs ClTydae ObUT ayTOMMMYHHBIN THIIOTOHA-
TIN3M.
~ AyTOVMMYHHBIA TUIIOTOHAAM3M MPUBOIUT K 3ad-
epKKe TTOJIOBOrO PasBUTUA TUO0 K €ro HapyIIeHUIO,
a B maibHeieM — x 6ecruronuio. HecMoTpst Ha TO 9TO
npu CJ11 HapyiueHns penpooyKTUBHON QYHKLUUK AB-
JIIOTCST YACTBIM OCJIOKHEHUEM, ayTOMMMYHHASA TpH-
pozna 3aboyieBaHUS OOBIYHO OCTAeTCsl HEAMArHOCTUPO-
paHHON. JlaHHBIE O BCTPEYAEMOCTU AyTOMMMYHHOTO
runioronanusma npu CJI1 B IOCTYITHBIX HAa HACTOSIIUAN
MOMEHT MWCTOYHMKAX JUTEpaTypbl IPAKTUYECKU HE
TMpeCTABIEHBI, W Hallle UCCITeTOBAHUE TTO3BONIAET 00-
paTUTh BHUMAaHWE Ha HEOOXOAMMOCTb NalbHEWIIEro
W3ydeHus1 SToi mpobremel. [IpyHUMAag BO BHUMAaHMNE,
yr0 ceposiormueckuit ckpuHuHT Ha AKH maer Bo3-
MOXHOCTb TaKKe BBISBUTH IMALlMEHTOB C BBICOKMM
DUCKOM DPa3BUTHs 0OJTEe3HW AIIUCOHA, OITACHOU CBO-
WM 1eOI0TOM B BUIE OCTPO# HAIITOUEYHUKOBOM HEIOC-
TATOYHOCTH, HeoOoxonumMocTh onpeneneHns AKH y ma-
IIMEHTOB C AyTOMMMYHHBIMU SHIOKPUHOTATUSAMU HE
BBI3BIBAET COMHEHUM.

Puck passutna I1D11 y nauuenros
C AYTOMMMYHHBIMH SHAOKPUHONATHA-

TupeonaTtum

«Pﬁc. 1. PucK pasBUTMA COYETAHHOM MATOJNOTUM NPU AyTOMMMYHHEIX SHIOKPUHOTATUSIX.

¢ CI1 naxomsATcs B IpyIIIe pucKa
rio passutuio [IOI1. I'pymnmoi puc-
ka o passutuio [1D11 aBiaa0TCa U
MMalMeHThl ¢ ayTOUMMYHHOM I1aTO-
noruell IMUTOBUIHOMN Xeme3bl. 11o
HallliM JaHHBIM, y [AalUEHTOB C
3TUMU 3a0oJieBaHUSAMU Habnrona-
eTca Bblcokas uyactora (10,9%)
Bctpeyaemocty ATTKOK, ompene-
JIIOIINAX PUCK Pa3BUTHA ayTOMM-
MYHHOTI'O TaCTPHTA, IIEPHULIMOSHON
agemuu (puc. 1).

BDT0 3HAYUT, YTO IPUOIU3U-
TENBHO KaXIbIH CembMOil pebeHOK
¢ CI1 n KaxXmeIit JecsAThIN C THpe-
ornaruei MOTeHIMATbHO UMEIOT CO-
YeTaHHYIO ayTOUMMYHHYIO ITATOJI0-
ruto. [1py HaTWYKUK yXKe pasBUBIIe-
rocsa cungpoma [IDI1 omacHOCTb
MMPUCOETNHEHUSI HOBOHW ayTOMM-
MYHHOM TMTaTOJIOTMU HE YMEHBLIACTCS: Y 13% neteii ¢

ACh 3A[€PXKKa POCTA ¥ FIOJIOBOrO PA3BUTHSL. YUNTBIBASL—— D[] turma 3a B HAlIeM HCCIIETOBAHIN ObUTH OOHAPY-

xennr ATTKOK.

Bhicokas KIMHUKO-TTATOTeHETUYeCKasl 3HAYNMOCTb
TIOTIONTHUTEIbHBIX ayTOaHTUTEI IIPU ayTOMMMYHHBIX
SHIOKPUHOTATHAX TMOTYEPKUBACTCS TMOHATHEM "He-
nonuoro” curmpoma IIDI1. "HemonHbit" CUHAPOM
[1B11 gadomaeTcd y MAMEHTOB € U30JIMPOBAHHBIM
AyTOMMMYHHBIM 3a00JI€BaHMEM M HaTHIUEM [OIIOJ-
HUTEIbHBIX AyTOAHTHUTEN, IBIAIOIINXCA MapKepoM BBI-
COKOTO pHMCKA DAa3BUTUS KIMHUYECKM BBIPAXKEHHON
TIDI1, uyro maeT BO3MOXKHOCTb KJIMHUIIMCTY Ha OCHO-
BAHUM CEPOJIOTUIECKOrO OOCIeNOBaHKWA OTHECTU Ta-
[MEHTA K TPYIIIe pUCKa MO Pa3BUTHIO ONPENETIeHHOrOo -
supa [1911. '

ANTOpATM CEpPONIOTHIECKOT0 CKPUHHHIA MANHEHTOB €
AYTOMMMYHHBIMH SHIOKpHHONATHAMH. Ha ocHOBaHMH
[OJTy4eHHBIX HAMU JaHHBIX ObUI pa3paboTaH alrOpUTM
CEpOJIOTMYECKOTO 00CIeNOBaHUA MAIlMEHTOB C ayTo-
UMMyHHBIMU sHIOKpuHOTAaTUAMU (CI1, THpEeOmaTHsi-
MH, a Taioke ¢ cuaapoMoM I1DTT tuna 3a) Uit UCKITo-
yeHnda cyoxnuuudeckoin popmsl I1D11 u mist BpIsABIE-
Hus pucka passutus 1911 (puc. 2). CornacHo 3TOMY
anroputmy, nanuerTtsl ¢ CJI1, AWT, 6omnesHbio ['peiis-
ca U coyeTaHUeM 3TUX 3a00JIeBaHUN ITOJDKHEL IPOXO-

KnuHuyeckue nposieneHus

Mu. I3zygag BCTpedaeMOCTh ayTOAH- { ca

] r TupeonaTtumn J [ Mar3a T

TUTENN, ONMCAHHBLIX BBIIIE, MOXHO
OLEHUTDb PUCK PA3BUTUA COUYETAaHHOU

AYTOUMMYHHOM ITaTOJOTWMM, TIpEnd- l

CTaBIISTIONIEH cOOOM pasziuyHbIe CUH-
Ipomel [1D11, y maiieHTOB ¢ ayTOMM-

MYHHBIMU 3HOOKPUHOIIATUAMU.

B mameit pabore cymmapHas’
BeTpeyaemocTh ATTI, AIIKOK, ADA 1
AKH y mereit ¢ CII cocraBuia
14,7%. VaurteiBas BBICOKYIO, IIPUOTH-

Xarouryocs K 100%, mporHocThYe-
CKVIO0 3HAYMMOCThH 3TUX CEpOJOTHYeE-

CKMX MapKepOB IJI Pa3BUTUA COOT-
BETCTBYIONIEN ayTOMMMYHHOU IIaTo-
TOTUM, MOXKHO 3aKITIOUUTh, YTO YK€ B

~ IetckoM Bospacte 14,7% TALUMEHTOB  joxpuHonaTusamH.

MaHenb ayToaHTUTen: J
1
aon || am J[ amiok || oA }lr AKH |
v v v v
XpoHudeckuit BoneaHb
aTpoduHeckui
chot Tupeonatuu racTpu, Llennakus ayfsm'ﬂ:,\c,;::;m
: nepHULMO3HAR FUNOrOHAAN3M
aHeMund
nan

Puc. 2. AITOPUTM CEPONIOINYECKOr0o OBCAEN0BAHNS MALMEHTOB C ayTOUMMYHHBIMH SH-
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IMUTh CEPONIOTUIECCKUM CKPWHWHT Ha IAHENh ayTOaH-
THTEJ, COCTOSIIIYI0 U3 aHTUTEN K OCTPOBKOBBIM KIIET-
kaMm JlaHTepranca, K TUPEOMepOKCHIA3E, K [TapUeTalhb-
HBIM KJIETKaM JKeJIydKa, K SHIOMM3UIO M K KOpe Haj-
TTOYEYHUKOB.

O6uapyxennie ATII y 6onpaBX CII1 CBUIETEILCT-
BYET O HAIM4YKU pucKa pa3sutusi AUT 1 roBopur o He-
OOXOOMMOCTU OLUEHKU (DYHKIMU LIUTOBUIHOHU Xeje-
3bl. O6Hapyxenne AITKIK y 6onprpix CA1, ayroum-
MYHHBIMU TUPEOIIATUSIMU U cuHIpomoM I1DIT tumna 3a
CBHIIETEIBCTBYET O HAIMYUU PUCKA PA3BUTUSA dyTOUM-
MYHHOTO TaCTpUTa ¥ NEPHULIMO3HON aHEMUU U Tpeldy-
€T IPUMEHEHUS NOMOJHUTEIbHBIX JIA0OPATOPHEIX M
UHCTPYMEHTAJIBHBIX METOIOB 00cnenoBanus. O6Hapy-
xenne AKH y 6onpHeix CII1, ayTOMMMYHHBIMK THPE-
ormatusaMu u cuHapomoM [IBI1 tuma 3a cBuneTenneT-
BYET O PUCKE PAa3BUTHUS AyTOUMMYHHOTO ITHITOrOHAIN3-
Ma 6o 0oNe3HU AIIMCOHA U T'OBOPUT O HEOOXOMU-
MOCTH OLIEHKH YPOBHS TOPMOHOB KOPHI HAIIOYEYHU-
kKoB. O0HapyxeHre ADA y 3TOI KaTeropuy OOJbHBIX

“TOBOPUT O BEICOKOM pHCKC"H’&HH‘H/IH"CY6KJH/IHI/I‘ICCKOI;I'"

LIEJIMAKUW U TpeOyeT IMPOBENEHUA YTOYHSIOMINX WC-
cllegoBaHni (KorporpamMma, 6HOICHd TOHKOM Kulil-
KH), HECMOTPS Ha HAIUYME CUMIITOMOB 3a00JI€BAHMUS.

OtcyTcTBHE BCEX BEIIIENEPEUNCIEHHEIX ayTOAHTH -
TeJl TO3BOJSIET UCKITIOUUTh PUCK PA3BUTHUSA HamOoiee
9acTo BeTpevaomuxcs cuagpomos [1BI1. Bror cepo-
JIOTUYECKUI CKPUHUHI B JETCKOM BO3pACTE NOIKEH
TIPOBOOMTLCSA C NEPUOTUYHOCTBIO | pas B Tol, BO
B3POCTIOM — B [1e0I0TE OCHOBHOTO 3a00JIeBaHMs, a B
JanbHewnieM — 1 pa3 B 5 ner.

BOHPOCLI AJist CAMOKOHTPOJIA:

1. Yro Takoe "Hemonmubit" cunmpom I1DI1?

2. Kakoli OCHOBHOM METOI MCIOJB3YETC IUTS OIl-
pelieNieHus] PUCKa Pa3BUTHSI COUETAHHOM ayTOMMMYH-
HOW maTtoyioruu?

3. MOXHO ¥ UCTIOJIb30BaTh OIIPENENICHIE aHTHTe
K OCTPOBKOBBIM KIIETKaM ITOIKETYNOIHOM KeNesy i
omnpeneneHus pucka passutus CI1 B momynsiyy)

4. CTouT nW OpPUEHTHPOBATHCI Ha KJIHHH%CKHe
npusHaku Tnopaxenus XKKT y Gombuerx CI1 i
OLEHKE HEOOXOMMMOCTH CEPONOTHUECKOTO CKDHHuHp,
Ha LETHaKuio?

5. KakoBa BEpOSTHOCTb Pa3BUTHUSI COYETAHHO av.
TOMMMYHHOM natojiornu y nauueHtos ¢ C/I1, ayroyy,.
MYHHBIMU TUPEOTATUSIMHU?

Kak wm3ameHseTcss mporsocrudeckas UEHHoCT,
BBIABIEHUA CIeKTpa ayroanturen (AOJI, AT[
AITKIK, ADA, AKH) B rpymme 6OJBHBIX C yXe pa;.
BUBIIUMCS ayTOUMMYHHBIM 3a00JIEBAHUEM IO CpaBye.
HUIO C UX HPOTHOCTUYECKON LIEHHOCTBIO MIPHU TIOMyjg-
LMOHHOM MCCIEeNOBAHNN?
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Yeaxaembie yumamenu!

C 1 ceHmsabps HayuHaemcs nodnucka Ha nepeoe nonyaodue 2008 a.
MHOekc Hawez0 xypHarna Onst uHOUBUOyarTbHbIX OAMUCYUKO8 — 71442,
0ns npednpusimull u op2aHusayuil — 71443
8 Kamarnoee AeeHmcmesa " Pocrieyams",




