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MuacTeHus — ayToUMMYyHHOE 3a00JIeBaHNE, XapaKTePHU3YIOIIEeCs MbIIIICY-
HOW CITa00CTHIO M MATOJOTHYECKOW YTOMIIIEMOCTBIO BCJIC/ICTBUE HAPYIICHUS
HEPBHO-MBIIICYHON MTPOBOJUMOCTH, OOYCIIOBICHHOTO 00pa30BaHUEM aHTHUTEI
K pereniropam anermixonnHa (PAX).

Ha ocHOBaHUM 3THOMATOTE€HETHIECKIX XaPaKTEPUCTHK PAa3TNIAI0T HACIIE-
CTBEHHBIE U CpPE/IOBbIC 3a00JIeBaHMsl. B 3aBUCIMOCTH OT TE€HETHYECKHUX M 9K30-
TeHHBIX ()aKTOPOB B ATHOJIOTUU OOJIE3HH BBLICTISIOT CISIYIOIIHE TPYIIITHL:

1) HacnencTBEHHBIC OOJIE3HU, TIPU KOTOPBIX MPOSIBJICHUE TATOIOTMIeCKOTO
reHa KaK 3THOJIOTHYECKOro (pakropa HE 3aBUCUT OT HEOJIArONpPHUSITHBIX BO3JICH-
CTBHI BHEIIHEH CPeibl, CIIOCOOHBIX MEHSTH TOJBKO BBIPAKEHHOCTH CUMIITOMOB
00J1e3HU;

2) 0Oore3HU, IPU KOTOPHIX HACIEICTBEHHOCTH SBISETCS ATHOJIOTUIECKUM
(hakTOpOM, HO JIJIsl TIPOSIBIICHUSI aJUIeJIel Ha KIIMHHYECKOM YPOBHE HEOOX0IUMO
BO3/ICHICTBUE CPEIOBBIX (PAaKTOPOB;

3) OoJsie3HU, IPUYMHON KOTOPBIX CIYXKaT CpeloBbie (DAKTOPHI, HO YaCTOTA
BO3HUKHOBCHHMSI U TSDKECTh TEUCHUS 3a00JIEBAHUS CYIIECTBEHHO 3aBUCAT OT Ha-
CJIEZICTBEHHOM MPENpacIioNOKEeHHOCTH;

4) sk3oreHHble Oone3HH (MH(EKIHMOHHBIE 3a00JIeBaHUS, TPABMBbI, OXKOTH
U JIp.), B IPOUCXOXKACHUN KOTOPBIX HACJIEACTBEHHOCTh HE UTPAET POJIU, a TeHe-
TUYECKUE (PAKTOPHI MOTYT BJIUATH TOJBKO HA TEUEHUE U UCXOJ] MATOIOTHYECKO-
To nporecca.

Bropast 1 TpeThbs rpymibl 0ojie3Hel MOTYT ObITh OTHECEHBI K IMaTOJIOIHU
C HACJIEZICTBEHHOHN MPEAPaCTIONOKEHHOCTBIO — MYIBTH()AKTOPHATBHBIM 3a00-
neBaHusiM. B ux ¢popMHUpOBaHWY MIPUHUMAIOT y4acTHE TEHETUYECKUE U CPEIo-
BbIE (DaKTOPBI.

Cecpezayuonnulii ananu3 muacmenuu y 3pocavix. Jlis onpeaeneHus re-
HETUYCCKOW JICTEPMHUHAIIMU B PAa3BUTHM MUACTCHUU Y B3POCIBIX Mbl H3YUHIN
COOTBETCTBHE 3a00JIEBaHUS TPOCTON (MOHOTEHHOM ) MOZIETTH HACIeIOBaHUs. Ya-
CTOTa CEMEHHBIX caydaeB coctraBmia 3%. [IpoBeneH cerperalinoHHbIN aHAIN3,
WCTIOJIb30BaH TAKXKE METOJ| MPOCTOH (€IMHWYHOMN) peructpaunu BaitnOepra.
Y4uThIBast HAIUYNE CEMEH, B KOTOPBIX POJUTEIH 3[0POBbI, U CEMEl, B KOTOPBIX
OJIUH U3 poAuTesei 00JIeH, Mbl paCCMAaTPHUBAJIH JBE TUIIOTE3bI: 00 ayTOCOMHO-
JIOMUHAHTHOM M ayTOCOMHO-PEIIECCUBHOM HACJICI0BAaHHMH MUACTCHUU.

B cembsix, B KOTOPBIX POIUTEIIN MPOOAH/IOB 3I0POBbI, HAOIFOIaeMast Cerpe-
ralyroHHAast YacToTa (p) pacCUMTHIBAETCS 10 hopMyIie:

r-N
P SN’
1€ 7 — YUCJI0 OONBHBIX IETEH B CEMbE;
N — guciio ceMei;

S — 4HCII0 BCeX JIETEH B CEMBE;



_206-205 —0.00165
TO €CTb P~ g15005 .

[Ipu ayTOCOMHO-pEIecCCHBHOM THIIE HACJEIOBAHUS OXHIaeMasl Cerpera-
IroHHAas yacToTa paBHa (,25. ['mmoTe3a o JaHHOM THIIC HACIEAOBAHUS MOXKET
OBITH OTBEPTHYTA, TaK Kak KodhdummueHT CThIONEHTA () 3HAYUTEIIBHO OOJIBITIE
2,0: t = 150,9; p<0,05. CiaemoBaTenbHO, MUACTCHUS HE SBIISETCS ayTOCOMHO-
PEIECCUBHBIM 3a00JIEBAaHUEM.

Brimo BBISBIICHO MIECTh CEMEH, B KOTOPHIX MUACTCHHUS HaOIIOmamach He
TOJILKO y TIpO0aH/a, HO M Y OJHOTO U3 pojauTesei. [Ipu A0myieHn: THIoTe3bl
00 ayTOCOMHO-JOMHHAHTHOM HaCJIEZIOBAaHUH CErperalnoHHas 4acToTa p B Ta-
KHX CEMbSIX OIPEIEIISICTCs M0 TOU ke (hOPMYIIe U COCTABIISICT:

OxumaemMast CerperaMoHHasl 4acToTa s ayTOCOMHO-TOMHHAHTHOTO
TUNa HacnenoBaHus paBHa 0,5. Paznuune HaOomaeMoi U 0)KHJaeMOH cerpe-
raiMoHHOHN yacToT goctoBepHO: p<0,05. Takum 00pa3om, B ceMbix NpoOaHa0B
C MOpPaXKEHHBIM MHACTEHHUEN OJTHUM U3 POIUTENEH ayTOCOMHO-TOMHHAHTHBIN
TUI HAcleOBaHMs HCKItodaeTcs. CleqoBaTelbHO, MUACTEHUS HE SIBISIETCS
HU ayTOCOMHO-PELIECCUBHBIM, HU ayTOCOMHO-JOMUHAHTHBIM 3a00JIeBaHUEM.

Kpumepuu mynemugaxmopuanvnozo Hacne006aHus u MUACHEHUA.
IIpoBeneHHBIN cerperaliMOHHbIA aHAIN3 MO3BOJIMII UCKIIFOUUTh MOHOT€HHYIO
MOJIeNib HaclieZloBaHUsI MuacTeHuH. Hambornee BeposiTHO, 4TO 3aboneBaHue
SIBIISIETCS] TIOJIMTCHHBIM WJIM MYNBTU(QAKTOPHAIbHBIM. 151 MyabTH(haKTOPH-
aJbHOM MOJENIN Hacjaeq0BaHus 3a00JIeBaHUS XapaKTepeH OJIM3HELOBBINH Kpu-
TEpU, COINIACHO KOTOPOMY, KOHKOPJAHTHOCTb MOHO3MIOTHBIX OJM3HELOB
B 4 pasza BbIllEe, YeM KOHKOPAAHTHOCTH AM3UTOTHBIX Onm3HeroB. OOGpaTtHOE
3aKIIIOYEeHNE HEBEPHO: €CIIM ATO OTHOLICHHE HE MEHbIIE, TO MyJIbTH()AKTOPHU-
anbHAas MOZAEIb HE 0053aTeIbHO JIOJDKHA OBITh OTBEpruyTa. KOHKOpIaHTHOCTH
MOHO3UTOTHBIX OM3HEN0B cocTaBisieT 33%. Bee au3urorHbie OIM3HELBI AKC-
KOPJIaHTHBI 110 3TOMY 3abosieBaHuio. Takum 00pa3om, Ipu MUACTEHUN UMEET-
Csl COOTBETCTBME OJIN3HELIOBOMY KPUTEPHUIO MYJIbTH(AKTOpUATIbHON MOAEIN
HaCJeI0BaHUSI.

[Tpu mMynbsTU(AKTOPUATEHON MOPOTOBOM MOJIENI HACIIEIOBAHUS B CEMbSIX
OOJIHBIX 4aCTOTa KPOBHOT'O POJCTBA POIUTENCH OOBIYHO MOBBIIICHA. Y YUTHI-
Basi, YTO KPOBHOPOACTBEHHBIN OpaKk — 3TO BUJ aCCOPTATUBHOTO Opaka, mpeo-
Jaraercsi, YTo 4acTOTa KPOBHOPOIACTBEHHBIX OpakoB MPH MYIBTH()AKTOpHATIb-
HOM HAacCJICZI0BAaHUU JI0JDKHA OBbITh MEHBILIE, YEM IIPH ayTOCOMHO-PELECCUBHOM,
M3-32 PeIKOCTH OOJNe3HEeH, CBA3aHHBIX C 3TUM BHJIOM HaciiefoBaHus. B momy-
JSIAW 9aCTOTa KPOBHOPOACTBEHHBIX OpakoB y poxutenei coctasisieT 0,23%,
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y 6onbHBIX MuacteHuer — 0,33%, mpu ayToCOMHO-PELIECCHBHBIX 3a00JIeBaHU-
ax — 2,41%. Ecnu B Opakax ponuteneii «00ibHON + 370pOBBINY OIS TOpaKeH-
HBIX CHOCOB BBIIE B 2,5 pa3a, yeM Ta e JI0Jsl Cpellu AeTei B Opakax ¢ IByMs
HETMOPaKEHHBIMH POAMUTEISIMH, CIEAYEeT MPEINOIOKHUTh MYIbTH(HAKTOPHUAIIb-
HYIO MOJIeNb. Eciu /107151 MOpaXeHHbIX CHOCOB MEHBIIIE 2,5, 3TO eIle HE HCKITIO-
YyaeT MyJbTU(aKTOpUalIbHOTO HacienoBaHus. CerperaioHHas 4acToTa B ce-
MBSIX OOJIbHBIX MUACTEHHUEH C THIIOM Opaka poauTeneil «00IbHOM + 310pOBbIi»
cocrasseT 0,18; B ceMbsiX ¢ THIIOM Opaka poANTENeH «30POBBIH + 310POBBII
—0,00165. CooTHOIIIEHHE CerperalMoOHHON YaCTOThI B CEMbSIX C THUIIOM Opaka
poauteneit «0oapHON + 310poBkIi» Oosiee ueM B 100 pa3 BhIlIe cerperamuoH-
HOU YacTOTHI B CEMbSIX C THIIOM Opaka pOAUTENeH «310POBBI + 310POBBII».

[Ipu mynerHdakTOpHaNbHBIX 3a00JeBaHUAX LA 0oJiee PEeaKo Mopaxae-
MOTO I0Jla UMEIOT TeHACHIMIO K OOJIbIIEMY OTKIOHEHHUIO OT MOIYISALUOHHON
cpenHeidl. My>KunHBI peske OOJNeI0T MUAcTeHHEH, YeM JKEHIIUHBL. Y HUX yalle
BCTpeYaeTcs TreHepalin30BaHHas1, Ooiee Tshkenas, popma 3adonesanus (92,5%
y My>xuuH 1 91,5% y sxenuun). Jlerkas ¢popma reHepaan30BaHHON MUACTEHUH
Yy MY»KYUH BCTpEUaeTCs MOYTH B 2 pa3a pexe, 4eM y >KeHIIMH (2,6% y My»K4nuH
u 5,5% y xenmuH). Takum 00pa3om, UMEETCsl COOTBETCTBHE MYIbTH()AKTOPH-
aJIbHOW MMOPOrOBOM MOJIENI MUACTEHUH.

Hacnedyemocmy muacmenuu y 3pocavix. J{ns OLEHKH BKJasla FeHETH-
YEeCKOr0 KOMIIOHEHTa B Pa3BUTHE MHACTCHUH Y B3POCIBIX OTpeneseH Kodpdu-
LMEHT HaclieAyeMocTu. [IpuMeHssIoch TpH METO/Ia OLIEHKH 3TOT0 MoKa3aTes:
®danbkoHepa, DaBapsca 1 Menjemns — Jicrona — Paiixa.

IIpu ucnonb3oBanuu metoga PanbKoHepa I POACTBEHHUKOB IIEPBOM CTe-
MICHU POJICTBA KOG PHUIIMEHT HaceayeMocTH (/%) paBeH:

W =2xb,
rae b — perpeccus poACTBEHHUKOB po0OaH/a, onpeaensemas 1o Gpopmyie:

Xo=X,;
b=--"=0,35227,
TJC X — BCIIMYMHA PACCTOAHUA of Cp€aHEeHr MMOABCPKECHHOCTH B IOITYJISIIUU

(G) mo Hogpora;

X — BEJIMYMHA PACCTOSHMA OT CPEIHEH MOABEPKEHHOCTH POICTBEHHUKOB
npobangos (R) mo mopora;

a — KO3 PHUIMEHT, BBIYUCIIAEMBIH 110 QopMyIIe:

z

a==
IJI€ Z — BBICOTA OPAMHATEI KPMBOU HYPMAIILHOTO PACIIPEAECIIECHHUS y TOPOra
COOTBETCTBEHHO 9acTOTE (q).



Bennuunsl X, X, M @ HAXOIAT TO CHEIHaTbHBIM tabmuram D. Falconer,
1965 (cM. Ilpunosicenue).

IIpu ucnonw3oBanum merona danbkoHepa ISl POJACTBEHHUKOB MEPBOM
CTETeHH POaCTBA KOI(D(DHUIMEHT HACIEAYEMOCTH NIPH MUACTCHHUH paBeH: A’ =
70,45%.

[To metomy DnBapiuca xKodp@UIMEHT HACIETYEMOCTH BBIYUCISETCS IO
hopmysie:

h2=2><rp,

rer, (peHOTHIIMUECKASI KOPPEIIAITHS) PABHO:

_0,57xIgk
P JIgp -0,44%1gk 0,26 °

rie k — ko3 dunuent [lenposa:

g
L

e p — 4acToTa 3a00J€BaeMOCTH B MOIYIIALIUHY;

¢ — 4JactoTa 3a00JIeBaCMOCTH y POJICTBEHHUKOB IPOOAH/IOB MIEPBOi cTere-
HH POJICTBA, olpeessieMas mo Gpopmye:

k.:

g=p-

[To metony DnBapaca KodpPULIUEHT HACIEAYEMOCTH IIPU MUACTCHUH pa-
BCH:

h*=85,14594%.
Hawnbomee TOYHBIM METOIOM OTICHKH KOI(PPHUITHEHTA HACICTYSEMOCTH CUH-
Taercs Meton Mernemtst — Dricrona — Paiixa. Koaddumuent perpeccun ompe-

JernseTcs mo popmyiie:
2 2) e
XXX, X 1—(xg—x,)(1-@)
Vy= .
P agtxt(ag-x,)

HacnenmyeMocTh i pOACTBEHHUKOB TEPBOI CTEMEHH POJCTBA OTPEIEIIs-
eTcs o Gpopmylie:

h2:2><rp.

[Ipu MuacteHnt y B3pOCIIbIX KOAQPULIMEHT HacaeyeMocT paBeH 79,28%.
Ilpu ucnonb30BaHWK Pa3IMYHBIX METOJIOB OLIEHKHM OH cocTtamiser ot 70,5
10 5,2%, 9TO CBUIETEJILCTBYET O CYLIECTBEHHOM BKJIAZIe TEHETUUECKOH JeTep-
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MUHAIMKM B pa3BUTHE 3a00JieBaHUs. DK30TeHHbIC (DAaKTOPhI TAKIKE OKA3bIBAIOT
BJIMSIHHE Ha 3a00JIeBaEMOCTh MUACTCHUEH.

brusneyosvie uccnedosanus muacmenuu. J{is ONCHKH HACIETyeMOCTH
y OJTM3HEIIOB MCIONIb30Bau Ko duruenT Xompimarepa (H):

Kpy3-K,
H= PM3™\PJ[3
1-Kpp3
e K,— napHasi KOHKOPAAHTHOCTb JUIst TIM3UTOTHBIX ([[3) M MOHO3MTOTHBIX
(M3) 6muzuenioB. KonkopmanTHOCTh (K) ompenersercs o Gpopmye:

C

K:
C+D

rae C — 4nciao KOHKOPAAHTHBIX (CXOAHBIX MO MPHU3HAKY) Tap OIM3HE0B;
D — 9uciio TMCKOpIaHTHBIX Tap.

ITereTpaHTHOCTH (TIPOSBIIEMOCTE TeHA) Yepe3 MPOOAHTOBYIO KOHKOPIAHT-
HOCTB Onu3HenoB (/7) BerauciseTcs mo Gopmye:

2k
1+k

e KOA(PPUIMEHT k ONpeAeIseTCs] KaK OTHOIICHHUE YHCIIa KOHKOPAHTHBIX
nap K o01iemMy 4uciay nap OJIUM3HEIoB:

B

C
K=
C+D
rne C — 4uclio KOHKOPAAHTHBIX, D — 4UCI0 TUCKOPAAHTHBIX MOHO3MIOT-

HBIX IIap.

Hamwu BeIsiBIICHBI 22 ONMM3HEIIOBBIC TTAPhl, B KOTOPBIX ONUH WA 00a O1mI3-
Hera Oonenn Muactennelt (tadum. 1). M3 Hux getsipe mapbl, B KOTOPBIX OJUH U3
ONTM3HEIIOB yMep B Bo3pacTe 10 | roga, B aHaIW3 BKITFOUCHBI HE OBLIH.

W3 ocraBmmxcst 18 map B mecTr napax ONM3HEIBI ObUTH pa3HOTO ToJia (OHH
OBUTH OTHECEHBI K IPYIINE TU3UTOTHBIX OMM3HENOB), B 12 — 0MHOTO. YTOUYHEHHE
3UTOTHOCTU OAHOTIONBIX OJM3HELOB BHITOJIHSIOCH C IOMOILBIO CIACAYIOIUX Me-
TO/IOB:

— ompoca caMux OJIM3HELOB, X POACTBEHHUKOB M OJIM3KUX AJIS ONpene-
JICHUS CXOJICTBA;

— CpaBHEHUS 10 BHEIIHUM MOP(OJIOTHUECKUM MPHU3HAKAM JUIS BBISBIIC-
HUS TOJIMCUMITOMHOTO CXOJICTBAa (MMUTMEHTAIMsI BOJIOC, KOXKH, (opma ryo0,
HOCa U T.JI.);

— MCCIIEIOBaHMsI aHTUT€HOB 3PUTPOLIMTOB KPOBHU cucTeMbl ABO;



Tabnuya 1

XapakTepucTHKA OJIU3HEIOBBIX Map ¢ MUACTeHUeH

Ne Mon 3UroTHOCTH KonkxopaanTHocTh
Ipo6ana Cube OJIM3HEN0B 10 MHACTEHHUH
1 XK XK M3 Ectp
2 XK X M3 Ectp
3 XK X M3 Her
4 XK X M3 Her
5 XK XK M3 Ectp
6 XK XK M3 Ecth
7 XK XK M3 Her
8 M M M3 Her
9 M M M3 Her
10 XK M a3 Her
11 XK M A3 Her
12 K M 13 Her
13 K M 13 Her
14 XK M 3 Her
15 XK XK I3 Her
16 M X a3 Her
17 M M a3 Her
18 XK X A3 Her

— WCCIIeIOBAaHWS aHTHTEHOB rucrocoBMectuMoctn (human leucocyte
antigens — HLA);

— JIepMaTonIn(UKHA — U3YUCHHUST KOKHOTO PUCYHKA JIQJIOHHON MOBEPXHO-
CTH KHCTell (OKOHUAHHWE TIABHBIX JIAJIOHHBIX JTHUHHUU, OCEBBIC JIAJOHHBIC TPHU-
paauychl, TaNbIEBOW U JaJOHHBI KOXKHBIH PHCYHOK, HAIMYUE MOTEPEYHON
JAJOHHOM CKJIaJIKH).

JlnarHos «MHaCTeHUS» yCTaHABIIMBAIM HA OCHOBAaHUY Kaj100 Ha c1ab0CTh,
YTOMJIACMOCTD, HAPYUICHUC HepBHO-MLIIIIeLIHOI\/'I IMPOBOAMMOCTH, a TAKKC IIPpH
YBCIINYCHUU MBIIIIEYHOM CHJIBI TTOCIHE BBCACHUS aHTUXOJUHICTCPA3HBIX IMPEC-
rnmaparoB. JIJ'ISI OLICHKN MBIIIIEUHOM CHUJIBI B KHCTAX C IMOMOIIBIO JTUHAMOMETPUHU
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MOJIy4aJid COOTBETCTBYIOIINE KOJIMYECTBCHHBIC TIOKA3aTENIN; B IPYTUX MBIIII-
11aX MCTOIB30BaIN OAIIBHYIO OICHKY: «5 0aIoB) — OTCYTCTBHE MBIIICUHOM
citadboctH, «0» — HEBO3MOXKHOCTh AKTHUBHBIX JIBHMIKCHUI.

B namreit BBIOOpKe OBIIIO OMHAKOBOE YUCIIO MOHO3UTOTHBIX M JTU3UTOTHBIX
OJM3HEIOBBIX Map — MO JEBATh B KakIo# rpymme. Ecnu ydects gucio ymo-
MUWHABIIIUXCS BBIIIE MTap, B KOTOPBIX OJIMH M3 OJU3HEIIOB yMep B Bo3zpacte Jo 1
rozia, ¥ UX MOJIOBOW COCTaB, TO COOTHOIIEHNE MOHO- U JIM3UTOTHBIX OJIM3HEIIOB
cranoButcs paBHbIM 0,4:0,6. Takoe COOTHOILLIEHUE COOTBETCTBYET JAHHBIM JIU-
TepaTypsl, CBUICTEIBCTBYS O PEMPE3CHTATUBHOCTH BRIOOPKHU.

[Tapnass xoHKOpAaHTHOCTH coctaBwia 44%. Bce au3urorHbie ONU3HEIBI
OBUIM JIUCKOPJAHTHBIMU 110 MHacTeHUHU. Ko3duimeHT HacieayeMocTu cocra-
BUIT 44,4%, TO ecTh ObUI paBeH BEJIMYHMHE MAapHONH KOHKOPIAHTHOCTH Y MOHO3H-
TOTHBIX OMM3HeNoB. [IeHeTpaHTHOCTD MAaTONOrMYeCKOro reHa cocrasmia 61,5%.

Onpeodenenue pekyppenmuozo pucka muacmenuu. Ha ocHoBaHUM JaH-
HBIX O pacTIpOCTPAHCHHOCTH MHACTCHHUH Y B3POCIBIX B MOCKOBCKO# 001acTH,
K03 PUIIMEHTA HACIEAYEMOCTH C UCITOJIb30BAHIEM KOMITBIOTEPHOHN MpOTpaM-
mbl RISKMF, pazpa6orannoii C. Smith (Onuubypr), Hamu cocTaBieHa TabIu-
11a peKyppeHTHOTO (TOBTOPHOTO) PHCKA TOPAXKESHHS MUACTEHHEH B3POCIBIX B
3aBUCUMOCTH OT COOTHOIIICHHS YUCIIa MTOPAKEHHBIX U 3JI0POBBIX POIUTENCH U
cUOCOB MHIUBH/IA, IS KOTOPOTO OI[CHUBAETCS PHCK.

B tabn. 2 npeacrasieHo 27 BapUAHTOB COYETAHHM MOPAKEHHBIX POIUTE-
nedt u cubcoB. Kak BUAHO U3 TaOIUII, PUCK 3200JIETh MHACTCHHUEH B3POCIBIX
JUTA UHAMBUJA, UMEIOLIETO JBYX MOPAXEHHBIX POAMUTEIEH U JIBYX MOPAKEH-
HBIX CHOCOB, cocTaBisieT 28,7%; Mpu OAHOM MOPaKEHHOM pPOJUTENE U ABYX
MOpaXKeHHBIX cubcax — 9,7%; Mpu 30POBBIX POAUTEINSIX, OTHOM OPAKEHHOM
u omHOM 310poBoM cubce — 0,8%. C ucmonb30BaHUEM KOMITBIOTEPHOU MPO-
rpammbl RISKMF B03MOXKHO ompeseneHne peKyppeHTHOTO prcKa 3a0oneBa-
HUS TIPH JII000M BapHaHTe POJOCIOBHOM.

Takum 00pa3zoM, JaHHBIE CEMEHHOTO aHaln3a UMEIOT MPOTHOCTHYECKOE
3Hadenne. Yem garie HaOIIOMAIOTCS CiTydau 3a00IeBaHNsl MUACTEHUEH Y poIn-
Tenei u cuOcoB. UeM Ooubliie MOpaXeHHBIX POJICTBEHHUKOB, TEM BBIIIE PUCK
o0cieryeMoro MMETh MUACTEHHIO.

HLA u muacmenusn. Jjis n3ydeHUS TEHETUUICCKOW IETEPMUHAIUN 3a-
OomeBaHusl HaMH HccienoBana acconuanus HLA-aHTHTEHOB ¢ MUAcCTEHHEH.
B Poccun mpu reHepanm3oBaHHONW (opMe MHACTCHHH, KaK U B TETEPOTCHHOM
rpymme, oTMedaeTcs acconnanus 3adoneBanus ¢ HLA-A1, -B8 u -DR3, a tak-
xke -DR5 u -DQ2. IIpu ncnons3oBannu Metona JJHK-muaraoctuku BeIsSBICHA
noBeIieHHas yactora rena HLA-DRB1x0701, koTopsrii cootBeTcTBYeT HLA-
DR7, onpenensemMomMy cepoiorHdecKuM MeTooM. CTaTUCTHYECKH 3HAUNMBIM
0Ka3aJloCh yBEIMUCHUE TTOKazaress HepaBHoBecHOTO creruieHns HLA-DRBI1 x
0701-DQA1x0201-DQB1x0201.



Tabnuya 2

PexyppeHTHBIIi pUCK HMeTh MHACTEHUEH B3POCJIbIX
AJ1s1 00cJIeyeMoro HHANBHAA, %o

Craryc [NopakeHHBIE 310poBbie cHOCH!
ponuTenen cHOCHI 0 1 )
0 0,0 0,0 0,0
006a 3710pOBEI 1 0,9 0,8 0,8
2 4,5 4,3 4,1
0 0,8 0,7 0,7
Omun OoneH 1 4,5 42 4,0
2 9,7 9,1 8,6
0 15,2 13,4 11,7
O0a 00JIBHBI 1 25,2 24,1 22,9
2 28,7 27,6 26,6

Bposwcoennvte muacmenuueckue cunopomwt. Hapsny ¢ MuacteHuen,
MMEIOIIeH ayTOMMMYHHYIO IPUPOJTY, CYLIECTBYET IpyIina 3a0ojaeBaHuil, KIu-
HUYECKH WICHTUYHAS €, HO He OOyCIIOBIEHHAs UMMYHOJIOTHYECKUMH Ha-
pYWEHUAMH. DTO TaK Ha3bIBaEMbIE BPOXKJIEHHbIE MUACTEHUYECKHUE CHH]IPO-
Mbl (BMC) — reHeTudeckasi maTojorus, MPU KOTOPOW HapyIIaeTCs HEPBHO-
MBIIIIEYHAs Tepeaada Ha CHHANTHYECKOM, TPECUHANTHYECKOM | ITOCTCHHAI-
TryeckoM ypoBHAX. BMC mnpenctaBisior co0oil (peHokonmnu ayTOMMMYHHOMR
muacteHuu. BMC sBASI0TCS MOHOTEHHBIMH 3a00J€BaHUSMHU, TO €CTh pas-
BUTHE OOJIe3HH OOYCIIOBICHO MyTauueil ofgHoro rena. [y mposBieHus 3a-
OoneBanust He TpeOyeTCs BIMSIHUS CPEIOBBIX (DaKTOpOB. ['eHETHUECKUN PUCK
B TAKUX CIIy4asiX OOyCJIOBIIEH TUIIOM HACIIEZOBAHHS CHHAPOMA — ayTOCOMHO-
PEIECCUBHBIM WIIH ayTOCOMHO-IOMHUHAHTHBIM.

PAX umeer msate cyOwequHuIl: o, P, v (eranpHas), € (BMECTO Y mocie
poxaenus), 0. Kaxxnast cyObequHuIa COACPKUT OOJIBINON BHEKJICTOUHBIN J10-
MEH, YeThIpe TpancMeMOpaHHbIe mocienoBatenbHocTn (M1-M4) n nntomnnas-
Marudeckyo nerio. BMC moryT ObITh 00yclOBICHBI MyTalLuei reHoB Kak PAX
(tabm. 3), Tak u anernnxonuHACTEpasbl (AXD), ColQ (komrareH XBOCTOBOH 4a-
ctn AXD), 3p25, anernnxonuatpancdepassl (AXT, 10q11.2) u ap., B pe3yis-
TaTe Yero HapyIIaeTcs CTPYKTypa U PyHKINS HEPBHO-MBIIIEYHOTO OKOHYAHNS.
[Tpun BMC BBIsSIBIICHBI MyTaIlH BO BCEX CyOBEINHUIAX, KPOME Y.
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Tabnuya 3

Jloxanu3anust reHos, kogupyromux PAX

Ne Cy0beannuna Xpomocoma
1 o 2q24-q32
2 B 17p12-pl1
3 v 2q32-qter
4 ) 2q33-qter
5 € 17

B 1995 r. na paGoyem coBemannu EBpomeiickoro HEPBHO-MBIIIEYHOTO
HeHTpa ObuTa IpUHATA clienyromas kiaccupukanus BMC.

Tun I — aytocomHO-penieccCuBHbIN. /{151 HETO XapakTepHbI: ceMeiiHas paH-
HSISl JE€TCKash MUACTEHUS, KOHEYHOCTHO-TIOSICHAasT MuacTteHus, nepumur AX0,
JeUIUT aleTHIIXOIMHOBOTO perentopa (AXP).

Tum 11 — ayTrocoMHO-TOMHHAHTHBINA. BeTpeuaeTcst TobKo 0ffHO 3a00eBa-
HHUE: CHHIPOM MEJIEHHOTO KaHasa.

Tumn III — cnopagudeckue ciydan 6€3 ceMeHOro anamHes3a (Kpome ayTo-
MMMYHHOM MHUAcTeHHH).

B 1999 r. na pabouem coBemannu EBpomnelickoro HEpBHO-MBIIICYHOTO
LeHTpa Obu1a npuHsTa HOBas kinaccupukanus BMC.

1. Tlpecwnantryeckuii meexT:

— nmedekt pecwHTe3a ymakoBku arermixommaa (BMC ¢ smm3omamu
arHo?);

— HeI0CTaToOYyHOE (MaJoe) KOJIMYEeCTBO CHHANTHYECKUX BE3UKYIT;

— Jlambepra — UToHa-IOMOOHBII CHHIPOM.

2. Cunantmueckuii gedext: nepuut AXD KOHIIEBOH IIIACTHHBIL.

3. TlocrcuHanTHyecKui 1edeKxT:

— TepBUYHAS KHHETHYECKas aHOMAans ¢ JeUIINTOM WK 0e3 aedumnra
PAX;

— mnepBuuHbi Aedpunut PAX ¢ MUHUMaNbHOW KHHETHYECKOH aHOManeH
WY TIPU €€ OTCYTCTBUHU;

— MHAaCTEHHYECKHI CUHIPOM C JIe(DUITUTOM TUICKTHHA.

4. HewaeHTHPUITUPOBAHHBIE Te(PEKTHI.

s BMC xapakTepHsI cienyromune IoKa3aTelu.

1. Hagaro: paHHee — B MITaZieH4eCKOM BO3PACTE M PaHHEM JISTCTBE; TIO3/THEE —
TP CHHIIPOME MEJICHHOTO KaHaJla v TIPH KOHEYHOCTHO-TIOsICHOH (hopme BMC.
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2. CnabocTh TIa3HBIX, OyabOAPHBIX, JBIXaTEIbHBIX MBIIIL, pa3rudareineit
KHUCTH, MAJIBIEB Y 00JbHBIX ¢ AeduiuroMm AXD U CHHAPOMOM MEJICHHOTO Ka-
HaJIa; JIeTKKe IJ1a3Hble HapymieHus npu aedunute AXD, cuHAPOME MEIIICHHO-
T'O KaHala; 3aMeJUIeHNe Peakilui 3padykoB Ha cBeT mpu Aeunure AXD; reHepa-
JM30BaHHAS CIIa0O0CTb.

3. YTomisieMoCTh: (UIyKTyamusi CHMITOMOB, OCOOCHHO TIPU MHACTCHHH
C arHo?.

4. DHU30/11 AaITHOD B IETCTBE IPU MUACTEHUH C SMU30J]aMU allHO?, CUHIPO-
Me OBICTPOTO KaHaIa.

5. Aprporpuro3 npu ObicTpokaHanbHBIX BMC.

6. MensieHHOE POrpeccupoBaHue.

7. Aaturena k AXP: Her.

8. [Ipo3epuHOBBIN TECT: YACTO MOJIOKUTEIBHBIN, OTPUIIATEILHBIN TIPH Je-
¢unure AXD.

9. Dnextpomuorpadus:

a) nexpemeHT M-otBeta nipu ctumyisinuu 2 ' [pu BMC ¢ sannzonamu
aItHo?, KOT/Ia OTCYTCTBYIOT CUMIITOMBI OOJIE3HH, JICKPEMEHTA HET;

0) TMOBTOPHBIN CIOKHBIN MBITIICUYHBI TTOTEHIIAAT TIPU CTUMYJISITUN SIH-
HUYHOTO MBIIICYHOTO BOJIOKHA y OOJBHBIX ¢ AeururoMm AXD, CHHIPOMOM
MEJJICHHOTO KaHalla ¥ IPU MUACTCHUH C MEePEIO3UPOBKOI aHTUXOIUHICTEPA3-
HBIX MIPENapaToB;

B) JIEKPEMEHT He KOPPUTHPYETCS aHTHXOJIMHACTEPA3HBIMH IIperapaTaMu
npu pedumure AXD.

10. Mopdomnorus. HepBHO-MBIIIIEYHOE COETMHEHHE: OTCYTCTBYET HMMYHO-
100yauH G WM KOMIUIEMEHT Ha HEPBHO-MBIIIICYHOM OKOHYAHUU; HEOOJIbIIIas
TUIOIIA/(h KOHIIEBOW MacTuHbl (ripu aeduiure AXD, CHHAPOME MEIJICHHOTO
KaHasa); OTCYTCTByeT okpamenHas AXD (mpu aeduuute AX0D).

11. Mprmer: peo0ragaroT BOJOKHA 1-To THIIA; BOJOKHA 2-TO THITAa aTpo-
(hUYHBL.

Jleuerne mmactenuu. s nedenuss BMC wucronb3yroTcsl aHTHXOJIHMH-
acrepaznble mpenaparbl. [lpu nepunure AXD oM HedpPeKTHBHBL 3,4-
JIUAMUHOTTUPUIVMH U XUHUIUH HanOosiee 3pGEeKTUBHBI IPU CUHIPOME MEJJICH-
HOTO KaHaua.

B nacrosmee BpeMs reHeTHYeCKH WACHTU(MDUITUPOBAHBI Je(EKThI, BKITIO-
Yaromme MyTaluu TeHa, koaupytomiero ColQ, — cuHanTnyeckuii neexr; rena,
xomupyromero AXT, — npecuHanTH4YeCcKuil n1eeKT; MyTallii TeHOB CyOBhenu-
uur, PAX — nocrcunantuyeckuit nedekt. BoNbIIMHCTBO MyTalui, JeKAIIUX
B ocHoBe BMC, kacarorcsi reHa, koqupytoriero -cyobenuuuiy PAX. Hekoro-
pble Muccenc-myTanuu reia PAX-¢ BelyT K KHHETHUECKUM aHOMAJIMSIM KaHalla
npu Tak HazeiBaeMoM BMC MeieHHOro KaHana. 9To 3a00eBaHue HaceIyeT-
Cs1 TI0 ayTOCOMHO-/TOMUHAHTHOMY THITY.
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JIAA 3BAMETOK
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IHpunoncenue

Tabauua 3HavyeHuii x u a 1Js yposueii ¢ ot 0,01 10 50%
(D. Falconer, 1955)

q,% X a q,% X a q,% X a

- - - 0,40 2,652 2,962 0,80 2,409 2,740
0,01 3,719 3,960 0,41 2,644 2,954 0,81 2,404 2,736
0,02 3,540 3,790 0,42 2,636 2,947 0,82 2,400 2,732
0,03 3,432 3,687 0,43 2,628 2,939 0,83 2,395 2,728
0,04 3,353 3,613 0,44 2,620 2,932 0,84 2,391 2,724
0,05 3,291 3,554 0,45 2,612 2,925 0,85 2,387 2,720
0,06 3,239 3,507 0,46 2,605 2,918 0,86 2,382 2,716
0,07 3,195 3,464 0,47 2,597 2,911 0,87 2,378 2,712
0,08 3,156 3,429 0,48 2,590 2,905 0,88 2,374 2,708
0,09 3,121 3,397 0,49 2,583 2,898 0,89 2,370 2,704
0,10 3,090 3,367 0,50 2,576 2,892 0,90 2,366 2,701
0,11 3,062 3,341 0,51 2,569 2,886 091 2,361 2,697
0,12 3,036 3,317 0,52 2,562 2,880 0,92 2,357 2,693
0,13 3,012 3,294 0,53 2,556 2,873 0,93 2,353 2,690
0,14 2,989 3,273 0,54 2,549 2,868 0,94 2,349 2,686
0,15 2,963 3,253 0,55 2,543 2,862 0,95 2,346 2,683
0,16 2,948 3,234 0,56 2,536 2,856 0,96 2,342 2,679
0,17 2,929 3,217 0,57 2,530 2,850 0,97 2,338 2,676
0,18 2,911 3,201 0,58 2,524 2,845 0,98 2,334 2,672
0,19 2,894 3,185 0,59 2,518 2,839 0,99 2,330 2,669
0,20 2,878 3,170 0,60 2,512 2,834 1,00 2,326 2,665
0,21 2,863 3,156 0,61 2,506 2,829 1,01 2,323 2,662
0,22 2,848 3,142 0,62 2,501 2,823 1,02 2,319 2,658
0,23 2,834 3,129 0,63 2,495 2,818 1,03 2,315 2,655
0,24 2,820 3,117 0,64 2,489 2,813 1,04 2,312 2,652
0,25 2,807 3,104 0,65 2,484 2,808 1,05 2,308 2,649
0,26 2,794 3,093 0,66 2,478 2,803 1,06 2,304 2,645
0,27 2,782 3,081 0,67 2,473 2,798 1,07 2,301 2,642
0,28 2,770 3,070 0,68 2,468 2,793 1,08 2,297 2,639
0,29 2,759 3,060 0,69 2,462 2,789 1,09 2,294 2,636
0,30 2,748 3,050 0,70 2,457 2,784 1,10 2,290 2,633
0,31 2,737 3,040 0,71 2,452 2,779 1,11 2,287 2,630
0,32 2,727 3,030 0,72 2,447 2,775 1,12 2,283 2,627
0,33 2,716 3,021 0,73 2,442 2,770 1,13 2,280 2,624
0,34 2,706 3,012 0,74 2,437 2,766 1,14 2,277 2,621
0,35 2,697 3,003 0,75 2,432 2,761 1,15 2,273 2,618
0,36 2,687 2,994 0,76 2,428 2,757 1,16 2,270 2,615
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q,% X a q,% X a q,% X a

0,37 2,678 2,986 0,77 2,423 2,753 1,17 2,267 2,612
0,38 2,669 2,978 0,78 2,418 2,748 1,18 2,264 2,609
0,39 2,661 2,969 0,79 2,414 2,744 1,19 2,260 2,606
1,20 2,257 2,603 1,65 2,132 2,491 3,0 1,881 2,268
1,21 2,254 2,600 1,66 2,130 2,489 3,1 1,866 2,255
1,22 2,251 2,597 1,67 2,127 2,486 32 1,852 2,243
1,23 2,248 2,594 1,68 2,125 2,484 33 1,838 2,231
1,24 2,244 2,591 1,69 2,122 2,482 34 1,825 2,219
1,25 2,241 2,589 1,70 2,120 2,480 3,5 1,812 2,208
1,26 2,238 2,586 1,71 2,118 2,478 3,6 1,799 2,197
1,27 2,235 2,583 1,72 2,115 2,476 3,7 1,787 2,186
1,28 2,232 2,580 1,73 2,113 2,474 3,8 1,774 2,175
1,29 2,229 2,578 1,74 2,111 2,472 3,9 1,762 2,165
1,30 2,226 2,575 1,75 2,108 2,470 4,0 1,751 2,154
1,31 2,223 2,572 1,76 2,106 2,467 4,1 1,739 2,144
1,32 2,220 2,570 1,77 2,104 2,465 4,2 1,728 2,135
1,33 2,217 2,567 1,78 2,101 2,463 4,3 1,717 2,125
1,34 2,214 2,564 1,79 2,099 2,461 4.4 1,706 2,116
1,35 2,211 2,562 1,80 2,097 2,459 4,5 1,695 2,106
1,36 2,209 2,559 1,81 2,095 2,457 4,6 1,685 2,097
1,37 2,206 2,557 1,82 2,092 2,455 4,7 1,675 2,088
1,38 2,203 2,554 1,83 2,090 2,453 4,8 1,665 2,080
1,39 2,200 2,552 1,84 2,088 2,451 4,9 1,655 2,071
1,40 2,197 2,549 1,85 2,086 2,449 5,0 1,645 2,063
1,41 2,194 2,547 1,86 2,084 2,447 5,1 1,635 2,054
1,42 2,192 2,544 1,87 2,081 2,445 52 1,626 2,046
1,43 2,189 2,542 1,88 2,079 2,444 53 1,616 2,038
1,44 2,186 2,539 1,89 2,077 2,442 5,4 1,607 2,030
1,45 2,183 2,537 1,90 2,075 2,440 5,5 1,598 2,023
1,46 2,181 2,534 1,91 2,073 2,438 5,6 1,589 2,015
1,47 2,178 2,532 1,92 2,071 2,436 5,7 1,580 2,007
1,48 2,175 2,529 1,93 2,068 2,434 5,8 1,572 2,000
1,49 2,173 2,527 1,94 2,066 2,432 59 1,563 1,993
1,50 2,170 2,525 1,95 2,064 2,430 6,0 1,555 1,985
1,51 2,167 2,522 1,96 2,062 2,428 6,1 1,546 1,978
1,52 2,165 2,520 1,97 2,060 2,426 6,2 1,538 1,971
1,53 2,162 2,518 1,98 2,058 2,425 6,3 1,530 1,964
1,54 2,160 2,515 1,99 2,056 2,423 6,4 1,522 1,957
1,55 2,157 2,513 2,00 2,054 2,421 6,5 1,514 1,951
1,56 2,155 2,511 2,1 2,034 2,403 6,6 1,506 1,944
1,57 2,152 2,508 2,2 2,014 2,386 6,7 1,499 1,937
1,58 2,149 2,506 2,3 1,995 2,369 6,8 1,491 1,931
1,59 2,147 2,504 2,4 1,977 2,353 6,9 1,483 1,924
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q,% X a q,% X a q,% X a
1,60 2,144 2,502 2,5 1,960 2,338 7,0 1,476 1,918
1,61 2,142 2,499 2,6 1,943 2,323 7,1 1,468 1,912
1,62 2,139 2,497 2,7 1,927 2,309 7,2 1,461 1,906
1,63 2,137 2,495 2,8 1,911 2,295 7,3 1,454 1,899
1,64 2,135 2,493 2,9 1,896 2,281 7.4 1,447 1,893
7,5 1,440 1,887 12,0 1,175 1,667 16,5 0,974 1,504
7,6 1,433 1,881 12,1 1,170 1,663 16,6 0,970 1,501
7,7 1,426 1,876 12,2 1,165 1,659 16,7 0,966 1,498
7,8 1,419 1,870 12,3 1,160 1,655 16,8 0,962 1,495
7,9 1,412 1,864 12,4 1,155 1,651 16,9 0,958 1,492
8,0 1,405 1,858 12,5 1,150 1,647 17,0 0,954 1,489
8,1 1,398 1,853 12,6 1,146 1,643 17,1 0,950 1,485
8,2 1,392 1,847 12,7 1,141 1,639 17,2 0,946 1,482
8,3 1,385 1,842 12,8 1,136 1,635 17,3 0,942 1,479
8,4 1,379 1,836 12,9 1,131 1,631 17,4 0,938 1,476
8,5 1,372 1,831 13,0 1,126 1,627 17,5 0,935 1,473
8,6 1,366 1,825 13,1 1,122 1,623 17,6 0,931 1,470
8,7 1,359 1,820 13,2 1,117 1,620 17,7 0,927 1,467
8,8 1,353 1,815 13,3 1,112 1,616 17,8 0,923 1,464
8,9 1,347 1,810 13,4 1,108 1,612 17,9 0,919 1,461
9,0 1,341 1,804 13,5 1,103 1,608 18,0 0,915 1,458
9,1 1,335 1,799 13,6 1,098 1,605 18,1 0,912 1,455
9,2 1,329 1,794 13,7 1,094 1,601 18,2 0,908 1,452
9,3 1,323 1,789 13,8 1,089 1,597 18,3 0,904 1,449
9,4 1,317 1,784 13,9 1,085 1,593 18,4 0,900 1,446
9,5 1,311 1,779 14,0 1,080 1,590 18,5 0,896 1,443
9,6 1,305 1,774 14,1 1,076 1,586 18,6 0,893 1,440
9,7 1,299 1,769 14,2 1,071 1,583 18,7 0,889 1,437
9,8 1,293 1,765 14,3 1,067 1,579 18,8 0,885 1,434
9,9 1,287 1,760 14,4 1,063 1,575 18,9 0,882 1,431
10,0 1,282 1,755 14,5 1,058 1,572 19,0 0,878 1,428
10,1 1,276 1,750 14,6 1,054 1,568 19,1 0,874 1,425
10,2 1,270 1,746 14,7 1,049 1,565 19,2 0,871 1,422
10,3 1,265 1,741 14,8 1,045 1,561 19,3 0,867 1,420
10,4 1,259 1,736 14,9 1,041 1,558 19,4 0,863 1,417
10,5 1,254 1,732 15,0 1,036 1,554 19,5 0,860 1,414
10,6 1,248 1,727 15,1 1,032 1,551 19,6 0,856 1,411
10,7 1,243 1,723 15,2 1,028 1,548 19,7 0,852 1,408
10,8 1,237 1,718 15,3 1,024 1,544 19,8 0,849 1,405
10,9 1,232 1,714 15,4 1,019 1,541 19,9 0,845 1,403
11,0 1,227 1,709 15,5 1,015 1,537 20,0 0,842 1,400
11,1 1,221 1,705 15,6 1,011 1,534 20,1 0,838 1,397
11,2 1,216 1,701 15,7 1,007 1,531 20,2 0,834 1,394
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q,% X a q,% X a q,% X a

11,3 1,211 1,696 15,8 1,003 1,527 20,3 0,831 1,391
11,4 1,206 1,692 15,9 0,999 1,524 20,4 0,827 1,389
11,5 1,200 1,688 16,0 0,994 1,521 20,5 0,824 1,386
11,6 1,195 1,684 16,1 0,990 1,517 20,6 0,820 1,383
11,7 1,190 1,679 16,2 0,986 1,514 20,7 0,817 1,381
11,8 1,185 1,675 16,3 0,982 1,511 20,8 0,813 1,378
11,9 1,180 1,671 16,4 0,978 1,508 20,9 0,810 1,375
21,0 0,806 1,372 31,0 0,496 1,138 41,0 0,228 0,948
22,0 0,772 1,346 32,0 0,468 1,118 42,0 0,202 0,931
23,0 0,739 1,320 33,0 0,440 1,097 43,0 0,176 0913
24,0 0,706 1,295 34,0 0,412 1,078 44,0 0,151 0,896
25,0 0,674 1,271 35,0 0,385 1,058 45,0 0,126 0,880
26,0 0,643 1,248 36,0 0,358 1,039 46,0 0,100 0,863
27,0 0,613 1,225 37,0 0,332 1,020 47,0 0,075 0,846
28,0 0,583 1,202 38,0 0,305 1,002 48,0 0,050 0,830
29,0 0,553 1,180 39,0 0,279 0,984 49,0 0,025 0,814
30,0 0,524 1,159 40,0 0,253 0,966 50,0 0,000 0,798

ITpumedanue: q — yactora 3a00JIeBaHUsT; X — HOPMAJIbHOE OTKJIOHEHHUE (IIPH OTHOCTOPOHHEH
OLICHKE KPHBOIl HOPMaJIbHOTO PACIIPE/ICICHHS ), IPOIOPIHOHAIBHOE ; @ — CPE/IHEE OTKIOHCHHUE
MOJBEP)KCHHOCTH MPOOAH/I0B K 3a00JICBAaHUIO OT TOMYIISILIHOHHON CPEIHEH TTOABEPKCHHOCTH.
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TECTOBBbIE BOMNPOCbDI

1. Muactenus — 370:

a) HacJeICTBEeHHas 00JIe3Hb

0) urdeknronHas 00JIe3Hb

B) 3a00JIcBaHKE C HACJICACTBEHHOMN MPEIPACIIOI0KEHHOCTHIO

2. CKOIBKO TIOKOJICHUH HaZ0 OTMEYaTh B POIOCIOBHON?
a) Tpu

0) nBa

B) OIHO

3. BriusieT u 9uciio poiCTBCHHUKOB, OOBHBIX MHACTCHHEH, HA PHCK BO3HHKHOBE-
HUSI Y KOHCYJIBETHPYEMOr0 3TOro 3a00sieBaHums?

a) 71a, BIMSET: 9eM OOJBIIe YUCIO OONBHBIX, TEM BBIIIE PUCK

0) na, BIUSET: YeM OOJIbINe YHCI0 OOTBHBIX, TEM HUXKE PUCK

B) HET, HE BIUSACT

4. KaKOBa KOHKOPAAHTHOCTb MOHO3UT'OTHBIX 6HI/IBH€HOB apu MI/IaCTGHI/II/I?
a) 44,4%

6) 10%

B) 100%
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5. Kakoii puck 3a00ieTh MUACTCHUCH UMEET MAIMCHT, €CIIU Y HETO POIUTEIIH 3110-
POBEI, o7tiH cubc (Opat wiu cectpa) OoJeeT U OIUH CHOC 310POB?

a) 0,8%

6) 50%

B) 100%

6. Kaxkoii puck 3a0051eTh MHACTEHUEW MMEET IALUEHT, €CJIM Y Hero OOJIbHBI OANH
U3 pOIUTENeH U ofuH cuOC, a APyroit cude 310poB?

a)4,2%

6) 0%

B) 50%

7. Kaxue HLA-anTuress! acconuupytoT ¢ Mmuactenueit B Poccun?
a) Al, B§, DR3

6) B7

B) DR4

8. Bpoxk/JieHHbIE MHACTEHUYECKUE CUHPOMBI — 3TO 3a00JIeBaHMSI:
a) MOHOTEHHbBIE

0) MyabTH(aKTOpHATBHBIE

B) HH()EKIIMOHHBIC

9. Kakoli Tun HacieqoBaHMsI HAOMIONACTCS MPH BPOXKIACHHOM MHACTEHHYECKOM
CHHJIPOME MEIJICHHOTO KaHasa?

a) ayTOCOMHO-PEIECCUBHBIM

0) ayTOCOMHO-IOMHHAHTHBIH

B) X-CIICTIIICHHBIH

10. Kaxoif Tun HacieqoBaHUS HAOMIONACTCS MPH BPOXKICHHOM MHACTCHHYECKOM
CHHJIPOME C JIe(DUIIUTOM alCTHIXOIHHICTEPa3hl?

a) ayTOCOMHO-PEIECCUBHBIM

0) ayTOCOMHO-TOMHHAHTHBIH

B) X-CIICTIIICHHBIH

OTBEThI
1-B;2—a;3-a;4—a;5—-a;6—a;7—a;8—a;9-0;10—a.
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