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HOPMATUBHBIE CCBUUIKHA

B macrosimeld nauccepranMu UCMOJB30BAaHbI CCHUIKA Ha  CIEAYIOLIUE
CTaHJaPThI:

1. I'OCT 7.32-2001 (MexrocynapctBennblii crangapt) Cucrema
CTaHAaPTOB MO MHpoPMaLK, OUOIMOTEYHOMY U M3AaTelbckoMy aeny. OT4eT o
Hay4YHO-HCClIeIoBaTeNbCKOM PadoTe. CTPyKTypa u nmpaBuiia 0hopPMIICHUS.

2. I'OCT 15.101-98 (MexrocynapctBennbiii crangapr) Cucrema
Pa3pPadOTKK M MOCTAHOBKH MPOAYKIIMH Ha MPOU3BOACTBO. [IoPsI0K BRIMOIHEHUS
HAy4YHO-UCCIIEIOBATEIBCKUX PabOT.

3. I'OCT 7.9-95 (MCO 214-76) Cuctema ctaHIapPTOB M0 HHPOPMAIINH,
OoubnuoTeyHOMy M WU3JaTeNbCKOMYy jeny. Pedepar u anHoTamms. OOmue
TPeboBaHMS.

4. I'OCT 7.12-93 Cucrema craHmaproB no  uHdopPMauy,
OMOIMOTEUHOMY U  M3JaTenbCckoMmy jeny. bubnuorpaduueckas 3amuch.
CokpaiiieHue cjioB Ha PycckoM si3bike. O01ue TPpedoBaHus U MpaBuia.

5. I'OCT 7.54-88 Cucrema craHmaproB 1o  uHdOpPMaINH,
OMOJIMOTEUHOMY U U3AaTeNbCKOMY Jfeny. [IpencraBienre YMCIeHHBIX JaHHBIX O
CBOMCTBaX BEIIECTB U MaT€PUAJIOB B HAYUYHO-TEXHUYECKUX TOKyMeHTaX. OO0rue
TPeOoBaHMUs.

6. Vka3z [lpesunenta PK or 13 centsa6ps 2004 Nel438
«l"ocynapcTBenHas nporpamma PedopPMHPOBAHUS U Pa3BUTHUS 3/1PaBOOXPaHEHUS
Pecniyonnku Kazaxcran va 2005-2010 roasn».

1. Vka3 [Ipesunenta Pecniybnuku Kazaxcran ot 11 oxtsa6pst 2004 roxa
Nel459 «l'ocynapctBennass mporpamma pas3BuTusi obpazoBanmsi B Pecmybnuke
Kazaxcran Ha 2005-2010 roas».

8. [Tocnanue IIpesmaenta Pecnybmuku Kazaxcran H.A. HazapGaeBa
Hapoay Kazaxcrana ot 6 mapra 2009 roga «Yepe3 kpusznc K OOHOBJICHUIO U
Pa3BUTHION.

Q. [Tocnanue Ilpesuaenta Pecnybnmuku Kazaxcran H.A. HazapGaeBa
Hapoay Kazaxcrana 28 ssuBaps 2011 roga «Iloctpoum 6ynymiee Bmecte!».

10. 3akon Pecnybnuku Kazaxcran ot 7 uroHst 1999 roma Ne 389-1 «O06
oOpa3zoBaHUNY.

11. Koncrurymnus Pecriy6onuku Kazaxcran ot 30 aBrycra 1995 roxa.

12. Konexc PecriyOonuku Kazaxcran ot 18 centsops 2009 roga Ne 193-1V
O 3/I0POBbE€ HaPoJa M CHCTEMBI 3/APaBOoOXPaHEHUs] (C M3MEHEHUSIMH U
JOTIOJTHEHHUSIMU TI0 COCTOSTHUIO Ha 28 nmexadpst 2018 r.).

13. I'paxxnanckuii kogexkc Pecyonuku Kazaxcran ot 27 nexadbps 1994
rojaa (OOmas yacts). (C u3sMeHeHUuAMU U JonoaHeHussMu Ha 19 suBaps 2011 roga);

14. 3akoH Pecnyonuku Kazaxcran ot 4 wurons 2003 roga «O cucreme
3/1PaBOOXPaHEHUS.

15. 3akon PecnyOnuku Kazaxcran ot 7 utonsa 2006 roma «O6 oXpane
3JI0POBbS TPAXKIAH.



16. [loctanoBnenue IIpaButensctBa PecnyOnukm Kazaxcran ot 24
anpenss 2006 roma Ne317 «OO6 yrBepxknennn Konmenmuu pedopMupoBaHus
MEJIMIIMHCKOTO0 U (hapMarieBTUYecKoro oopazopanus Pecnyonuku Kazaxcrany.

17. [Tpuka3z Munuctpa 3apaBooXpanenusi Pecriyonuku Kazaxcran ot 12
despans 2007 roga Ne97. O6 yrBepxkaeHnn HomeHKIATypsl MEAMIIMHCKUX U
dapmaneBTUUECKUX crienuanbHocTeil. CTpaTernyeckuii IjaH MHUHHCTEPCTBA
3npaBooXpanenusi PecnyOnuku Kazaxcran na 2009 — 2011 roapl. YTBepxkaeH
noctanoBjaeHueM lIpaBurensctBa PecrmyOnuku Kazaxcran ot 23 gexadbps 2008
roga Nol1213.

18. XeJbCUHCKAs IeKIapanus. PekoMenaanuu s Bpadeu, NpOBOASIIUX
MEUKO-OMOIOTHUYECKHE UccienoBanms ¢ yuactueM moaei (IIpusara XenscuHkw,
1964r; nepecmotpena Tokuno,1975; Benenus,1983; 'onkonr,1989 r.)

19. [Ipuka3z Munuctpa 3apaBooXpanenust Pecriyonuku Kazaxcran ot 20
nexkabps 2010 roma Ne986. OO  yrBepkaenun lIpaBun  okazaHus
CIIELIMATIM3UPOBAHHOMN U BBICOKOCIIECIIUATIN3UPOBAHHON METUIIUHCKOW TTOMOILIH.

20. PykoBoACTBO 1O mMpoOBEeACHUIO JOOPOCOBECTHBIX KIMHUYECKHUX
ucciaenosanuii (ICH EWG E6. Good Clinical Practice Guideline for Good Clinical
Practice draft 9, step 2 27/04/96)

21. KoHBeHMs 0 3ammTe mpaB M JOCTOMHCTBA 4YeJIOBEKa B CBSI3U C
NPUMEHEHUEM JIOCTHKEHUN OHOJOTMM W MEAMIIMHBI: KOHBEHIMS O MpaBax
yenoBeka u onomenunune (ETS N 164.4.04.97)

22. [Ipotokon Nell MuHucTepcTBa 3apaBOOXPAHEHUS] U COLUAIBLHOIO
pazButus PecnyOnuku Kazaxcran ot «15» centsa06ps 2016 roga «bone3nn
bexuerar.



OIIPEAEJIEHUSA

B mHacrosmedr guccepranmuy  TPUMEHSIOT —CICAYIOIMHME TEPMUHBI C
COOTBETCTBYIOIIMUMU OTIPEACIICHUSIMU:

bonesnvo beXuema — CUCTEMHBIA BaCKyJIUT HEU3BECTHOM JTUOJIOTUH,
XapaKTePU3YIONIUICS PEeIUINBHPYIONIUMU 3PO3UBHO-SI3BEHHBIMU TTOPaKCHUSMH
CIIM3UCTON OOO0JIOYKHU TMOJOCTU PTa U MOJOBBIX OPraHOB , YaCTHIM BOBJICUEHUEM
rJia3 v IPYyruX opra’os, B yacTHOCTH cycTaBoB, JKKT, nepsuoit cuctemsl.(BO3)

MHC- rnaBubiii komiuieke rucrocoBmectumoctu (I'KI'C, anri. MHC, major
histocompatibility complex) — Oonpmas o007acTh reHomMa WIH OOJBIIOE
CEMENCTBO TEHOB, 0OHAPYKEHHOE y MO3BOHOYHBIX W UTPAIOIEe BAKHYIO POJIb B
UMMYHHOU cuctemMe W PazButun ummynutera. MHC dopmupyercs Oomblioit
TPyIIOi TeHOB, PACMOIOKEHHBIX HA KOPOTKOM Iuiede Xpomocombl 6. Ha ocHOBe
CTPYKTYPHBIX U (PYHKITMOHAIBHBIX Pa3MHUMAi 3TH TEHBI MOAPA3IEIAIOT Ha TPHU
KJ1acca, 1Ba u3 KoToPsiX, kiace | u kmacc 1, otHocsaTcs k renam HLA

HLA- yenoBedeckuii BapUaHT TJIaBHOTO KOMIUIEKCA THCTOCOBMECTUMOCTH
HaXOJAIIMICA Ha KOPOTKOM IuUiede 6 XPOMOCOMBI, PeryJIupyromuil pPadoTy
VMMYHHOU CUCTEMBI.

HLA zenwi | kn1acca- renst xknacca | (HLA-A, HLA-B u HLA-C) koaupyror
OeJIKM, BHICTyHAIONME HEOTHhEMIIEMOM YacThIO IJIa3MaTHUYEeCKO MeMOpPaHbl BceX
AJIEPHBIX KIJIETOK.

HLA B5- Jlokyc, Bkirouarommuii B cedst cemeiicTBa ameneit HLABS1u HLA
B52.

HLA B51- ren | knacca KoMIuiekca riCTOCOBMECTUMOCTHU

I'enemuueckoe ucciredosanue- UCCIENOBAHUE T€HOTUIIA OTAEIBHBIX 0COOEH,
rpynn ocobeil U TeHeTUYECKOW CTPYKTYPHI MOMYJIALNN, MO3BOJIAIONIEE OLEHUTD
COCTOSIHUE XPOMOCOM , 0OHAPY>KUTh B HUX TTOBPEXKACHUS WU aHOMAJIUU.

T'enomun- (0 reH u repd. typoS- oTmevaTok) reneTnueckas (HacieCTBEHHAs )
KOHCTHUTYIIMSI OPTaHU3Ma, COBOKYITHOCTh BCEX HACIEICTBEHHBIX 3aJaTKOB IAHHOM
KJIETKH WJIM OPraHu3Ma, BKJIOYAs ajijleJd T'eHOB, XapakTep HUX (PU3HUYECKOTO
CIEIIJICHUs] B XPOMOCOMaX M HaJIu4ue XPOMOCOMHBIX TIEPECTPOCK.

DenomunuPosanue- (om 2peu. phaino-sensaro , oonapyscusaio ) onpeneacHue
dbenoTuna.

THonumepasnas yennas peaxyus (I11{P, PCR)- 3T0 MeToa pepMeHTaTUBHOTO
MOJIydeHUs: OOJBIIOro KOJIMYEeCTBAa KOMUM (aMIUTMGUKAIMKN) HCCIETYEMbIX
¢parmentoB JIHK myTeM NOBTOPHBIX ITMKIOB PEIUTMKAIMA W JCHATYyPaluu
(pasznenenuss merm JIHK Ha oraenbHble HuTH). 1IpE 3TOM  MPOMCXOMHT
KONMPOBaHUE TOJILKO uccieayemoro yvactka JIHK, mockosbky TONBKO 3TOT
Y4aCTOK COOTBETCTBYET 3aJaHHBIM YCIOBUSM. U TONBKO B TOM cily4ae, €ciid OH
MPUCYTCTBYET B HCCIIEIyEMOM 00pa3sIie.

Annenv-cneyughuueckasn norumePaszrasn yennas Peaxyusi- nouck SNP B renax
MalKMEeHTOB, aCCOIMMPOBAHHBIX C 3a00JI€BaHUSIMU

SNP- (single nucleotide polymorphisms) momuMopdu3mMbl O OTAEIBHBIM
HYKJIOTHaM — 0OHapyxkeHo B reHome denobeka — >10,000,000



SBT- renetudeckuii aHaau3 ¢ MOMOIIBIO MOJUMEPA3HON IEMHOU PeaKIuu
METOJIOM CHKBEHUpOBaHUs (Sequence based typing)

Yeeum- rpynma 3abojeBaHui, OOIIEH YepPTOl KOTOPBIX SIBISETCS
BOCIAJICHUE COCYIMCTON 000JI0UKH I1a3a (yBEaJbHOTO TPAKTA).

Ilepeonuti yeeum-mopakeHue pPaay>XKu W UWIKAPHOTO Tena (UPUT,
UPUIOLMKIIUT).

3aonuii ygeum-nopaskeHue XoPUOUIEH, CETYATKU U 3PUTETHLHOTO HEPBa.

Ilanyseum- ToTalIbHOE BOCHIAJICHUE COCYAUCTON 000JI0UYKH II1a3a.

Cunuxkon 6 eumPeanrvHou NOAOCMU- Memo0 MAMNOHAObI BUMPeanTbHOU
NOJIOCMU CUTUKOHOM.

AeumpPus —OTCyTCTBUE CTEKJIOBUHOIO TeJa B MOJOCTH TJla3a.

Apmughaxus- BXXUBJICHUE B 3PUTEIBHBIA OPTraH UCKYCCTBEHHOTO XPyCTaanKa

bregapum- BocmaneHue PECHUYHOTO KPas BEK, MMEIOINIEE XPOHUYECKOE

TEUEHUE

I[[XP/]- neobpaTtumbie JeTeHEPaTUBHbIE U3MEHEHUSAMH, MPOUCXOISIIUMU B
XOPUOKANUJUSIPHOM CJIO€ COCYJIMCTOM CHUCTEMBI Tjla3a, KOTOPbIE 3aTParuBarOT
MMUTMEHTHBIN CJIOU CeT4yaTou 0007109k 151 MeMOpaHy bpyxa.
Pemunosackynum- ayrTouMMyHHOE MOPaKeHHE COCYI0B CETYATKU

Kamapaxma- moOble BPOXIEHHbIE WIM TPUOOPETCHHbIE TMOMYTHEHUS
Karcyiabl WM BellecTBa XPYyCTaluKa, COMPOBOXKAAIONIMECS YXYAIICHUEM €ro
ONTUYECKUX CBOMCTB

I'naykoma- tpymnmna 3a0ojieBaHUM, XaPaKTEPU3YIONIUXCS MOCTOSHHBIM WU
MEePUOIMYECKAM TOBBIICHHEM BHYyTPuriasHoro naeienus (BI'Jl), BbI3BaHHBIM
HapPyIIeHUEM OTTOKAa BOJSIHUCTOM BJIarv W3 rjasa, ¢ MOCIEAYIOIIUM Pa3BUTHEM
cnerupuyecknX 1eQEeKTOB MO 3PeHUs U aTPoduu (C IKCKaBaIel) 3PUTEIIBHOTO
HepBa

OxpPvimoyzonvhast enaykoma- riaykoma pa3BHUBAIOIIASICS npu
HEU3MEHEHHHOM YTJy MePeIHell KamePsl Iiasa.

Cunopom cyXoeo enaza- TPEACTaBIseT co0OM TazHoe 3aboJieBaHUE,
BBI3BIBAEMOE CYXOCTBIO TIJ1a3, KOTOPas, B CBOK O4YEPEelb, BBI3bIBACTCS JHOO
MOHUKEHHOW BBIPAOOTKOM Cjie3, TMOO MOBBIIICHHBIM UCTIAPEHUEM CIIE3BI.

Onuoudumum- BOCHAICHHE TPUAATKA CEMEHHHUKA, XapaKTePU3YIOIIeecs
BOCIMAJUTENIbHBIM TIPOILIECCOM, THUIEPEMHUEH, TPUITYXJIOCThI0 U OTEUYHOCTHIO B
00J1aCTH MOIIIOHKH.

Ogmanvmocoknusi- OCMOTP TJA3HOTO JHA C TOMOIIBIO CHEIHATHHBIX
WHCTPYMEHTOB (OodTanbMocKoma wWid (DYHIyC-TMH3BI), KOTOPBIM TO3BOJISIET
OLICHUTh CETYaTKy (CM.pa3ien ceTdarka), AWCK 3PUTENIbHOTO HEPBa, COCYbI
TJIa3HOTO JTHA

Buzommempus- 310 MeTOIMKa, KOTOPas MOMOTAaeT OMNPENETUTh OCTPOTY
3peHus. ITO CTaHJaPTHas MPOIEayPa, CYyTh KOTOPOU 3aKJIF0YAETCS B IPUMEHEHUU
CIIELUAJIBHBIX TaOJIMI], HA KOTOPBIX PACMOJIOKEHBI CHUMBOJBLI B OINPEIeICHHON
MOCJIEIOBATENIHHOCTH.

buomuxpockonus- 310 NPMKU3HEHHAsS MUKPOCKONUS TKaHEH Tiia3a, METO,
MO3BOJISIIOLIUIN HMCCIEA0BaTh MEPEAHUN U 3aJHUIA OTIEJbl TJIa3HOTO sI0JI0Ka MPU
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Pa3MMYHBIX OCBEIICHWM W BEJIWYMHE W300paxkeHus. Jlns storo wmetona
MPUMEHSETCS TIeJIeBast JIamIia.

Ll]enesas namna- amnmapar, TTO3BOJISIONITU T MPOU3BOINTH
OMOMUKPOCKOIMYECKU (Ha )KUBOM OPTaHU3ME) aHaJIM3 BUAUMBIX YacTel rjiaza —
BEK, CKJICPbI, KOHBIOHKTHUBBI, PaTyKKH, XPYCTAIHKA U POTOBUIIHI.

AemopegpaxmomempPus-MeTOANKa anmnapaTHoro U3MepPeHus
NPETOMIISIONIEH CIIOCOOHOCTH ONTUYECKUX CPe ria3a, MO3BOJISIOmas JeTalbHO
o0cre0BaTh POTOBHUILY TJ1a3a U BBISIBUTH €€ AHOMAJIUH.

TonomemPusa 2na3- WHCTPYMEHTANbHBIA METON B O(TaIbMOJIOTHUH,
npeTHa3HAYCHHBIN JJIsI U3MEPEHUsT BHYTPUTIIA3HOTO JTABICHUS.

Ilamepeus- TuneppeakTUBHAs PEaKIMsl KOKU B OTBET Ha JIFOOYI0 HHBEKITHIO.

HneubumopPor  ¢paxmoPa  nexPoza  onyXonu-arvgha  (u-®HO-a) —
HMCKYCCTBEHHO CHHTE3MPOBAaHHBIE MOHOKJIOHAJIbHBIC AHTHTENIa W THOPUIHBIC
Oenku, OJIOKUPYIOIME aKTUBHOCTD MPOBOCHANUTENbHOr0 IuToknHa GHO



Bb
BO3
APP
MHC

HLA
BDCAF
ISBD
ISGBD

ou
oD
OS
OOK
HOJI
IHHC
HXP/
KKT
BAK
OAM
OAK
AUTB
MHO
I1B
I[ITU
TB
AT III
BA
N
o1l
OP
AKA
LA
BIIBII
I'KC
n-OHO-a
I'BI1
HIIBC

OBO3HAYEHUSA U COKPAILIEHUA

boinie3np bexuera

Bcemupnas opranuzaius 31paBooXpPaHeHUs

Accouunarusi Pesmaronoros Poccun

Major histocompatibility =~ complex- rnaBHBIE  KOMILICKC
TUCTOCOBMECTUMOCTH

Human Leucocytes Antigen-mMueoBedeckue JICMKOIUTAPHBIE
AHTUTEHBI

(Behget’s Disease Current Activity Form) — uHIeKc akTHBHOCTH
6one3nu bexuera

(International Society for Behget’s Disease) - MexayHapoaHoe
Coobmectso o bb

(International  Study Group for Behget’s Disease) -
MexnyHnapoasas rpymnmna 1o usydesHuro bb

Oculi utriusque- o6a riasa

Oculus dextra- nmpaBeblii r1a3

Oculus sinister- yreBbrii a3

dakosMyabcuuKaIus KaTaPakThl

NuTpaokynspHas nuH3a

LlenTpanbHas HEPBHAs cUCTEMa

[lentpanbHas XopuopeTuHaabHas TUCTPODUs
Keny104HO-KMIIEYHBIN TPAKT

buoxumuueckui ananus3 KPOBU

OO0mmit ananmu3 MO4Yu

OO6mumii anamu3 KPoBU

AccoruupoBaHHOE YaCTUYHOE TPOMOOIIIIACTHHOBE BPEMsI
MexayHapoIHO HOPMAIU30BaHHOE OTHOUIECHUE
ITIpoTpoMOUHOBOE BPEeMs

[TpoTPOMOMHOBBIN UHAEKC

TpomOuHOBOE BPEMs

Antutpom6Ous 111

BomuaHo4HBIN aHTUKOTAYJISTHT

JloBepuTenbHbI HHTEPBAI

OTHOIlIIEHUE IAHCOB

OTHoI1IEHHE PUCKOB

AHTHKaPIUOJUIINHOBBIEC AHTUTEIA

Lupus anticoagulants-Bor4aHOYHBIH aHTHKOATYJISIHT

bazucHbie MPOTUBOBOCHANIMTENBHBIEC MPEnapaThl
['mroOKOKOPTUKOCTEPOUIBI

Nurubutopsr paxropa HEKPo3a omyXonu-anbda
['eHHO-MHXEHEPHBIE OMOJIOrMYECKUE MPenapaThl

Hecrtepouanbie nPOTUBOBOCHATUTEIbHBIE CPEACTBA
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CIIMCOK TABJIMII 1 PUCYHKOB

Z[J'IHT@J'II)HOCTI) 3a0071eBaHM J0 Pa3BUTH YBEUTA, A TAK K€ CBA3b

MEPBUYHOrO  KJIMHUYECKOrO0  MPU3HAKA C  Pa3BUTUEM
12153 4 T

Pe3ynpTaThl  OOIICKIMHUYECKUX  JTAOOPATOPHBIX  METO/OB
17 (e (S0 (0):2: 1 1 0 SO

OnucarenbHasi ~ CTaTUCTHKA  KOJMYECTBEHHBIX  JIAHHBIX
roKasaresien CHUCTEMBI
TEMOCTABAu 1t vvveeesseteeessssseesassseeeeassbeeesasbseesabbeeesanbbeeeesanbeeeesnsseeeennes

BoJluaHOUHBIN aHTUKOATYJISIHT Y UCCIIETYEMBIX MMAIUEHTOB.........
Annenu I kimtacca MHC ocHOBHOM M KOHTPOJIBHOM TPYIIIIHL. .... ...
Kmuandeckue npusznaku 6one3nu bexueray HLA B51(+) m HLA
B51(-) HAIMEHTOB. . ... vttt ettt et e ete et et ee e e et eeaeeaas

CpaBHuT/IBHBI ~ aHanmu3  OosiesHn  bexdera  coriacHo
BOBPACTY - .t e ettt ettt ettt e ettt et e et e e e e aeee i
['ennepuoe pacnpenenenue 6oae3Hu bexuera...........oovevueen.ne
CpaBHUTENBHBIN aHATIU3 110 3THUYECKOUN MPUHAJIEKHOCTH CPENN
MTAIIEHTOB OCHOBHOM Y KOHTPOJIBHOU TPYIIIBL. .. .eeeeneeeennnenn..
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BBEJIEHUE

AKTYaJIbHOCTDH UCCJIEOBAHHUS.

bonesnp bexuera (bbB)- cucremHblii BackynuT (BOCHAJEHME KPYIHBIX H
MEJIKUX COCY/IOB) HEU3BECTHOU STHOJIOTHH, XapaKTepU3YOLIHUNCS
PELUIUBUPYIONIUMHU SI3BaMU TIOJIOCTU PTa U TOJIOBBIX OPTaHOB, BOBJICUCHHEM B
aTOJIOTUYECKUM Tporecc ria3 (yBEUThI) U KOXKH, TaK e MOPaKaroIlee CyCTaBhl,
BCE€ TUIIBI COCY/IOB, JIETKUE, IEHTPAJIbHYIO HEPBHYIO CUCTEMY U MTUIIEBAPUTEIbHBIN
tpakt [International Society for Behget Disease; Verity D.H.,2003]. bone3ns
MaHu(pecTupyeT B TPYAOCIOCOOHOM BO3PacTe HM HUMEET TEHICHIUI0 K
arpecCUBHOMY TE€UYEHUIO B TPeThel nekane xku3nu [ ['omoesa P.I".,2010].

Yame 3a0oieBaloT MYXYWHBI, HO OTOT T[OKa3aTeldb BapuabeneH B
3aBucHMOCTH OT peruona [Altenburg A., Papoutsis N., Orawa H. et al.,2006].

Psin aBTOPOB BBIAEISIOT CleAyIONME npeapacnoaraiue GakTopsl: BUPYC
MPOCTOr0 repreca, CTPENTOKOKKOBAasT MHGPEKIUsS W Pa3IuYHble TOKCUYECKUE
arentsl [Davatchi F., Shahram F., Shams H. et al.,2011 ].

JlokazaHa Pojib TeHeTHYeCKuX (aKTOPOB, a UMEHHO TECHAas acCOIUallus
HLA B5/B51 ¢ 6one3nbto bexuera [Verity D.H., Marr J.E., Ohno S. et al.,1999;].
HLA -B51 cuuraercs yHuUBEPCaJIbHBIM MapKePOM JTaHHOTO 3a00JeBaHUs, C
gactoToi oT 50% 10 80 % y mamueHToB ¢ 60Jie3HBI0 bexXueTa pazHoi ATHUYECKOM
npunaanexHoctu [ Anexkbdepona 3.C., 2012].

bone3np bexuera pacnpoctpanena no xoay Benukoro Illenkosoro Ilytu, B
ctpanaX CpenuzemHomopssi, Cpennero u J[anbHero Bocrtoka. Pexe nanHoe
3aboneBanue Berpeuaercss B CeBeproit EBporne u CIIIA [Yurdakul S., Yazici et
al.,2010]. Yacrtora Oomne3nu beXyeta B HEKOTOPBIX CTPaHaX IO JaHHBIM
N3maunoBont @.U, Anexbeposoii 3.C.: Typuus 80-370; Mpan 16,67; Kuraii 14,0;
Snonms 13,50; Eruner 7,6; I'epmanus 0,55; Benukoopuranus 0,50; CIIIA 0,12;
I'aBaitu 0 Ha 100 ThIC. HaceneHusa. CieayeT yHOMSHYTh, UTO PACPOCTPAHEHHOCTD
bb paznuuaercss B ATHUYECKUX MOMYJISIUAX, MPOKUBAIOIIUX B OJIHOW CTPAHE.
Hampumep B ceBepo-BocTouHoit wactu Typruum Ha 100 ThIC. HaceneHUs
npuXxoautcst 37 60bHBIX ¢ 607e3HBI0 bexuera , a B BOCTOUHO-EBPONEHCKOM YacTh
— 8 [lzmailova F.1., Alekberova Z.S.,2014].

Hecmotpst Ha TO 4TO B MHPE MPOBOJIMUIOCH MHOXECTBO HCCIEIOBAHHI MO
JaHHOMY 3a0oJjieBaHUIO0 , O00Je3HL beXdera sABIIETCS OAHOM W3 CePhE3HEHITNX
HO30JIOTUM B MEIUIIMHE.

YuuTeiBass PEAKOCTh JAHHOTO 3a00JIEBaHUS , HAJIMUKE Psiia CI0KHOCTEH B
JMAarHOCTUKE, BBICOKYIO  JIETaJbHOCTb, WHBAJIUAU3ALMUIO , OTCYTCTBHE
HCCIIEIOBATENbCKUX pabOT B JOCTYMHOM JIMTEpaType IO JAaHHOM TeMe B
Kazaxcrane , n3yueHne KIMHUKO-TEHETHUECKUX 0cOOeHHOCTEeN Oone3Hn bexuera
MPeCTaBISeT OOIBIION UHTEPEC.

Heab uccaenoBanmsi: M3yunTh KIMHUYSCKUE TPOSIBICHUS M aCCOIMAINH
renoB HLA | kitacca y 60spHBIX ¢ 60Jie3HbI0 beXuera.

3axaun UCCJaeI0OBAHUSA:
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1. N3yuntb 0COOCHHOCTHM [e00Ta U CHEKTP  OCOOCHHOCTEM
Pa3BePHYTOr0 KIMHUYECKOro TeueHus 0one3nn bexdera

2. [Ipoananu3upoBaTh H3MEHEHHS] OQPTAIBMOJIOTHYECKOTO CTaTyca
00JBHBIX ¢ O0JNe3HbI0 bexyera.

3. N3yuuth acconuanuu renoB HLA | knacca y 00nbHBIX ¢ 00J1€3HBIO
bexuera

4. OneHuTh N3MEHEHHUS TEMOCTa3a U aHTUKAPIMOJIUITMHOBBIX AaHTUTEIN Y
nalueHToB ¢ Oosie3Hblo bexuera.

5. [IpencraBuTh aIropPUTM JiedeHus O0JIbHBIX ¢ O0e3HbI0 bexuera

Marepuajbl MCCIeI0BAHUSA:

B uccnenoBanve Obutn BKIIOUEHBI 21 MalMEHTOB C JQUArHO30M OOJIC3HH
bexuera n koHTPONBHAs TPymnma jull B KojdudecTBe 10 4YeloBeK C y3I0BaTOM
3PUTEMO.

Ju3aiin uccienoBanus: [lonepeuHoe 0OTHOMOMEHTHOE UCCIIEIOBAHUE

MeToabl ucCCIeI0BAHMS:

* Knunnyeckue metonbl: cOop xanob, aHaMHe3a 3a00eBaHUS U KU3HU,
00BEKTUBHOE 00CIJIeIOBaHKE IO OPraHaM U CUCTEMaM

* JIabopaTopHbie METO/ABI UCCIICIOBAHMUS :

* 00U aHATN3 KPOBH,

* 001U aHAIM3 MOYHU

* koarynorpamma (AUTB, I[1TH, TB, I1B, MHO)

* BOJIYAHOYHBIN aHTUKOATYJISHT;

* omnpenesieHNe AaHTUKAPIUOIUITMHOBBIX aHTUTET

* OpranibMOJIOTHYECKHE METO/IbI UCCIICIOBAHMUS :

* onpeeeHne ocTPOThI 3PeHust ( BUZOMETPHS),

* 0 TAIBMOCKOTIHS,

* OMOMUKPOCKOMHS,

* TOHOMETPWUS,

* IepuUMeTPus,

* aBTOpedpakTomMeTPus

* YJIBTPa3BYKOBOE MCCJICIOBaHUE TJ1a3

*HLA  TunupoBaHMe C  UCIHOJIb30BAaHUEM  aJUIeNb-CHenu(UIecKon
MOJIMMEPA3HON IETTHON PEeakIuu METOI0M CUKBeHupoBaHus SBT.

* Cratuctryeckuii MeToj1 00PabOTKH MOTYUYEHHBIX TaHHBIX.

Hayynasi HoBH3Ha : B pPa0oTe H3Yy4Ye€HBl OCOOCHHOCTH KIMHUYECKOTO
TEUEHUsI,M3MEHEHU reMocTasa, a Tak ke cucrema HLA | kimacc y manueHToB ¢
oonesnrio bexuera

IIpakTHYeckasi 3HAYUMOCTh:

* BrbIsiBiieHbI OCOOCHHOCTH /1€010Ta U KIIMHUYECKUX MPOSIBICHUN y OOJIbHBIX
¢ 6one3nrro bexuera
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* [Ipoananu3upoBanbl OCOOCHHOCTH TMOPAXXEHUsSI OPraHOB 3PEHUs Yy
HCCIICIOBAaHHBIX OOJIBHEIX ¢ 00J1e3HbI0 beXueTa

* OneHeHBl M3MEHEHHSI T'e€MOCTa3a, BOJYAHOYHOTO AaHTUKOAryJIsHTa |
AHTUKaPIMOJUITMHOBBIX aHTUTEIT y TIAIIUEHTOB ¢ 00J1e3HBI0 bexdera.

* BrisBiensl accounanuii reHoB HLA I knacca y manueHToB ¢ 00JI€3HBIO
bexuera

* CopmynupoBaH anropuT™ JiedeHus: 6ojie3HU bexyera B 3aBUCHMOCTU OT
KJIIMHUYECKUX TIPOSIBJICHUN

OcHOBHBIE N0JI0KEeHNSI, BBIHOCUMbIE HA 3a1UTY:

1.0cobennoctn ne6rota Oone3nu bexdera pazmmuarorcss y OOJNBHBIX B
3aBUCUMOCTH OT TOJIOBOM TPHHAIICKHOCTH, NPU 3TOM Y KCHIIUH MPeodIagacT
TTOPaKEHUE CITM3UCTHIX 000JI0UEK, a y MY>KUUH — MMOPAKECHHUE CYCTABOB.

2. Pa3zBepHyTOC KIMHMYECKOE TeUeHHE 00yie3HU bexXdera mMeeT CUCTEeMHBINA
XapakTep ¢ BOBJICUCHHEM B MATOJIOTHYECKUN TPOIECC Pa3IMYHBIX OPTaHOB H
CHCTEM, ITPH STOM CPEIN KIMHUYCSCKUX MPHU3HaKoB yBeHT (81%) Gosee XapakTepeH
JUTSL MY KYIHH.

3. YV OonpHBIX ¢ Oosne3Hplo bexyera oTMeuaercss CKIOHHOCTh K
TUTNIEPKOATYJISIIIUU C TIOBBIIIIEHUEM YPOBHS BOJTYAHOYHOTO aHTUKOATYJISTHTA .

4. Cpenu wucclieMOBaHHBIX OOJBHBIX y BCEX MAI[MEHTOB BBISABJICHBI TEHBI,
accolMupoBaHHbIe ¢ Oose3HbI0 beXuera ¢ npeobmamanue rea HLA B51.

5. IlpemnokeHHBId anroOpPUTM JedeHusi OOJIbHBIX C Oosie3Hbto bexuera
MO3BOJIUT KOPPEKTUPOBATh JICUCHWE B 3aBUCHMOCTH OT KIMHHYECKUX
MPOSIBIICHUM.

Anpodanus PadoThl.

OcHoBHBIE MaTepuasbl PabOTH ObUTH TPEACTaBIEHBI B BU/IE 0KIa1a Ha 60-
oif I00MJIEHHON Hay4YHO-TIPAKTUYECKONM KOH(PEPEHIMH CTYACHTOB M MOJOJBIX
YY4EHBIX C MexayHapoaHsiM yuyactueM AO «MVYA» (Acrana, 2019r), nHa
3acenanuu kadeapsl BHyTPEeHHUX Oosie3Hel nHTePHATypPsI (poTtokon Ne 8a ot 29
anpens 2019 roga) u HayunoMm cemuHape HAO «MVYA» no TepaneBTHYECKUM
cneruanbHocTM (14 mast 2019 rona).

IMyoaukanuu. [lo maTepuanaMm muccepTaluu OMyOJIMKOBAHO 5 TMEYaTHBIX
paboThl: m3 HUX 3 CTaThU B )KypPHanaX, pekoMeHayemMeiX Komuretom MOH PK u
2 Tesuca: 1 Tesuc B MmarepuanaxX 60-oif roOWIEHHONW HAYYHO-TIPAKTHIECKOU
KOH(EPEHIINN CTYJEHTOB U MOJIOJIBIX YUEHBIX C MEeKIyHAPOAHBIM yuacTueM AQO
«MVYA» (Actana, 2019r). Beenensl 2 akta BHeaPenus: Ha 6aze HUNUTO r. Hyp-
Cyntan (npunoxenue A,b).

O0beM cTPykTypPa U auccepramum. /{uccepramnronnas padboTa COCTOUT U3
BBEJICHUS, 3-X TJIaB, BBIBOJIOB, TPAKTUYECKUX PEKOMEHJIALMMA, CIHCKa
UCIIOJIb30BAaHHOM JIUTEePaTyPhl, NpuiiokeHus. Pabora uznoxena Ha 89 crpanumnax
MaIIMHOIMCHOTO TEKCTa, BKIO4YaeT 6 Tabnuiu, 22 pucyHkoB. Cnucok
UCIIOJIb30BAaHHOM TUTEPaTyPhl coAeP>kuT 176 HauMeHOBaHUH.
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1. KIMHUKO- TEHETUYECKHWE OCOBEHHOCTHU BOJIE3HHN

BEXYETA
(IATEPATYPHBINA OB30P)
1.1. PacmpocrpaneHHocthb 6o1e3Hu bexuera
bonesnr bexuera (BbB) cucteMHbIli BackynuT (BOCHAJICHHE KPYIHBIX U
MEJIKUX COCY/IOB) HEU3BECTHOU ATUOJIOTHUH, XapaKTEPU3YIOIIUHCS

PEUUIMBUPYIONIUMHU SI3BAMU TOJIOCTU PTAa U TOJIOBBIX OPTaHOB, BOBJICUCHHEM B
MaTOJOTUYECKUH Mpouece riaa3 (YBEUThl) U KOXKH, TaK K€ MOPAKAIOUIEE CYCTaBhl,
BCE THUIIBI COCYJIOB, JIETKUE, IEHTPAJIbHYIO HEPBHYIO CUCTEMY U MTUIIIEBAPUTEIbHBIN
TpakT [1, 2].

ITo muenuto Yurdakul S. u coaBropopoB, a Takke Psia aBTOPOB, 3a00JI€BaHKE
pacnipoctpaneHo 1o Xoay Bemmkoro IlenkoBoro Ilytu, mpenmyniecTBEHHO B
ctpanaxXx CpenuzemHomopPns, Cpeanero u JlanmpHero BocToka, ¢ HauMeHbIICH
yacrotoii B CeBepnoii EBpore u CILA [3].

[To manueM M3mamnoBoit @.M. u coaBTOPOB pacrnpocTPaHEeHHOCTh 00JIE3HU
beXuera 3HaUNUTENBHO BappUPYyET B Pa3nuyHbIX cTPpaHaX mupa. Tak, ee yacTora B
Typuuu konebnercs B npenenax 80-370; B Upane - 16,67; - B Kurae- 14,0; B
SAnonuu - 13,50; B Erunte 7,6-; B 'epmannu 0,55-; B Benmukoo6puranuu 0,50 —; B
CIIA 0,12 —; T'aBaiiu 0 Ha 100 ThIC. HaceneHusa. CieayeTr YNOMSIHYThb, YTO
pacnpocTpaHeHHOCTh 00Jie3HN bexyeTa pa3nuyaercss B STHUYECKUX MOMyISIusX,
MPOXKUBAKOIMIMX B 0AHOM cTPaHe. K mpuMepy B ceBePO-BOCTOUHOM YacTu Typuuun
Ha 100 Teic. HaceneHus npuXoautcs 37 OONBHBIX ¢ Ooyie3Hpio bexuera, a B
BOCTOYHO-EBPOIICHCKOM vacTH - 8 [4].

A.Mohammad et al. coobmiaror , 4o IePBOE MeCTO MO PACPOCTPAHCHHOCTH
3anumaetr Typuwms ¢ yactoror 421 na 100,000 HaceneHus, caeayronme MECTa Mo
ouepenHoctn 3aHuMaroT HMpan, M3pauwne u Snonus [5]. Penkum nanHOE
3aboJsieBaHue ocTaercs B AMepuke u Adpuke [5,6], pacnpocrpaneHHOCTh 00JIe3HU
bexdera B ABCTPaiuu HE U3BECTHA , HO €KeTo/iHas yacTtoTa coctaBuia 0.6% [7].B
CTPaHaX ¢ HU3KOW YacToTOW Oone3Hn bexdera BHICOKMN MPOIEHT CIIy4yacB
oOpa3oBaH mMAalMEHTAaMU 4YbW TMPEIKH TPOXKUBAIKM B PErMOHaX C BBICOKOU
pacrpocTpaHeHHOCThIO Oosie3Hu bexuera [ 8 ].

CornacHo manabiM Davatchi F. u coaBTopoB pacnpocTpaneHHOCTh 0OJIC3HU
bexuera B Hpane cocraBmia 68 ciyudaeB Ha 100,000 HaceneHusi, KOTOPBIit
3aHMMaeT BTOPoe Mecto mocie Typumm ¢ pacnpoctpPaHeHHOCThIO 80-370 Ha
100,000 wHacenenusi, Tperbe wMecTo 3aHuMaeT CaynoBckas ApaBus C
pacnpoctpanenHocthio 20 cimydaeB 3aboneBanusi Ha 100,000 Hacenenus, Ha
yerBepTom mecte Kurait ¢ 14 u Anonus Ha narom mecre ¢ 13,5 cnyyasmu Ha
100,000 nacenenwus [9].

[To MHeHuio psjma npyruX aBTopPoB Oo0je3Hb bexuera pacrpocTpaHeHa B
cTtpanaX wmexnay Bocrounoit Asmeirt m Cpenu3eMHOMOPCKMM OacceHOM, U
BCTPEYaeTcsl Peako Ha KOHTHHeHTaX Amepuku, Oxeanuun U AQPUKUA K OTY OT
Caxapsi [6].
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B camoii Typoum paBcnpocTapHeHHOCTH Oosie3Hu bexdera pasHooOpasHa,
tak B CtamOyJe gyactora 6osie3an bexuera 420/100.000 , B oTaaieHHBIX 00IaCTAX
380/100.000 u B Ankape 110/100.000 [ 9, 10 ].

HecMoTpst Ha 3TO 10 TaHHBIM HEKOTOPBIX aBTOPOB B TIOCIICTHUE THICTYCIICTHSI
pacnpocTPaHeHHOCTh O0sie3HN bexdera nmpeTepriena Ps N3SMEHEHUH, B Pe3yibTaTe
MUTPalnu, Tak B 'epManuu yactota JaHHoro 3adoneanus Ha 100 Toic. HaceneHus
cocraBuia 4,2 [7,8], Bo ®pannuu 7,2/100 thIc . [8], CIIA 8,6/100 THIC. HaceIeHUs
[9 A-1:5]. B To Bpems kak camasi BBICOKasi PacipoCcTPaHeHHOCTh 00J1e3Hu bexuera
ormedaetcs B Typruu ot 20 1o 420 [7,10,11], u 8 Upane ot 80 g0 100 Ha 100 THIC
Hacesenus. [7,12,13].

WNuTepecen TOT akT, YTO HWMMHUTPAHTHI TYPEUKOW HAIMOHAILHOCTH,
nposkuBaroniye B ['epManny UMEIOT 3HAUUTEIIbHO HU3KUI PUCK Pa3BUTHS OOJIC3HH
bexdera B cCpaBHEHMH C KOPECHHBIMU XUTEIAMU Typruu TyPeuKoul 3THUYECKOMN
NPUHAICKHOCTH. Tak e HECMOTPs Ha BBICOKOE PachpocTpPaHeHHE OOIe3HH
bexuera B Slmonum, manHoe 3a0o0jeBaHHE JOCTOBEPHO Peke PacrpocTpaHeHa
cpeau SMOHIEB, TPoxuBarouX Ha ["aBasxX u B Kanmudopuun_[14,15].

ITo HEKOTOPHIM MaHHBIM B ['epMaHMM 3a TOCIEAHUE TOABI OTMEYACTCS
YBEIUYCHHUE YacTOThI 00sie3Hn beXdueTra 3a cueT yBEeTWYCHHS YKCIIa SMHUTPAHTOB
TyPeuKoil JTHUYECKOW NPUHANICKHOCTH, KoTopas cocTaBuia 21 ciydaes
3a0oneBanust Ha 100 ThIC. HaceneHus, JaHHBINA MMOKa3aTeb HAMHOTO MPEBBIIIACT
pacrpocTpaHeHHOCTh Oosie3Hn bexdera cpenu KopeHHOro HaceneHus ['epmanum,
HO ropasio HUXKe MmoKasaresieit pacnpoctpanennoctu B Typruu [6, 16,17,18].

PacnipoctpaneHHocTh OoJie3HU bexuera B bepnuHe, camasi BbICOKasi cpeau
muBanIeB (101,3/100 000) u Typkos (77,3/100 000), B To Bpems Kak camasi HU3Kas
pacmpocTPaHeHHOCTh Oblla oTMedeHa cpenu HemieB (1.4/100 000) [17]. Otu
JTaHHBIE CBUCTEIBCTBYIOT O TOM, YTO PACTIPOCTPAHECHHOCTh B OCHOBHOM 3aBHCHT
OT ITHUYECKOTO MPOMCXOXKICHUS U TeHEeTHYECKUX (PaKkToPoB a HE OT (PaKkTOPOB
OKpy>xaroreit cpessr [16,17].

Cornacuo nanubiM Khairallah u coaBropoB pacmpoctpaneHHOCTh 0OJIE3HU
bexuera B Typuun cocraBuna 8370 Ha 100 tbIc., B Anonun n Kurae 13.5 na 100
ThIC . , B KaBKa3zckou nonyssiiuu Benukoopuranuu 0.64 va 100 teic. u B CILIA 5
Ha 100 thIc. HaceneHus [19].

Cpenn cubGIMHTOB pacrpocTPaHeHHOCTh OosiesHH beXuera coctaBisieT B
cpennem 2-5%, naHHBIA TOKa3aTellb 3HAYMTEIBLHO OTJIMYAETCAd B CTPaHaX
Cpennero Bocroka, cocrasisst 10-15% [2, 17,20].

B Poccun mo nanubeiM Anex6epoBoii 3.C. 1 cOaBTOPOB PactpoCcTPaHEHHOCTh
0one3nun bexuera cocraBmia 3 cimydas Ha 100 Teic. Hacenenus [21].

Cornacno Anexk6epoBoii 3.C. 1 cOaBTOPOB, B NATOJIOTMYECKUI MPOLIeCC MpU
0one3Hn bexdera BOBIEKAIOTCS KaKk MEJKUE , TAK U KPYITHBIE COCYJIBI BEHO3HOTO
u

I[To wmuenuto T.Shimizu wu coaBropoB, OosiesHb beXdyera umeer
MYJIBTUCUCTEMHBIA  XapakTep, XaPakTePU3YIOUIUEecs TMOPAKEHUEM KOXHU
pru3ucThIX 000s0YeK, opranos 3penus, KKT, cycraBoB,cocy10B, MOYEOIOBOM U
HEPBHOM cucTembl [22].
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Manudecranms Oone3nnn bexuera npuxoguTcss Ha TPYAOCHOCOOHBIN
BO3PACT M XapaKTEPU3YyeTCs arPecCUBHBIM TEUEHHUEM B TPEThEW JeKade >KU3HU
[23,24]. Otmeueno uTo Bo3pact AeOr0Ta 3a001€BaHUsS UMEET CBOM OCOOEHHOCTH,
TaK JJIsl JIMI ¢ HadajoM 3aboneBaHusi a0 24 jeT XapakTepHa 0OoJiee BBICOKAs
4acTOoTa BOBJICUCHHUS B TATOJIOTMYECKUN TMpolecc Ina3 u 0Oojee BbICOKas
aKTUBHOCTDH 3200JI€BaHUA, B CPaBHEHHUH C MallMEHTaMHU y KOTro 0ojie3Hb bexdera
ne6rotupoBaina B 25 u 6oinee net [14, 23]. Yame 3a00eBaloT My>KYHHBI, HO 3TOT
MoKaszaTrellb MMMET BapUaOCNbHBIA XapakTep B 3aBUCHUMOCTH O [PEeruoHa u
THUYECKON npuHaanekHocTu [25]. ITo maHHBIM pPsiza aBTOPOB B cTPaHaX A3uu
6one3np bexuera npeBaupyeT y My>K4uH, B TO BPems kKak B Cpean3eMHOMOPbE
3a00JIeBaHUE Yallle BCTPeYaeTCs y JIUI] )KeHCKoro 1moJia [26].

I'ennepuoe pacnpenenenune OosiesHU bexdera BappHPyETCS B Pa3IMYHBIX
cTpaHaX mupa. Tak mopa)xeHue JuIl >KEHCKOro Mmoja 0oJibllle PacipoCTPaHEHO B
Snonuu u Kopee, a B ctpanax Cpeanero Boctoka Oone3nbp bexudera warie
nopaxaetr MyxuuH [6,16]. CooTHoIIeHHE MYKYMH:KCHITUH COTJIACHO JIaHHBIM
psima aBTopoB 2-10:1 B ctpanax no Xoxy Benukoro lenkoBoro I1yTu, B TO Bpems
kak B CIIA wu crpanax 3amaaHoil EBPombl JaHHOE COOTHOIIEHHE HWMEET
MPOTUBOIOJIOKHBIA Xapakrtep. [26,27,28,29]. Heckoiabko aBTOPOB MHPHUBOISAT
JaHHBIE O JOMUHHUPOBAHUU JIUIl MY>KCKOTO ToJia ¢ OoJie3nbto bexuera B Typuuu,
Npane, B ctpanaX Cpennero Boctoka u Kyselite, B To BpeMs kak B ['epManuu u
CILIA npeBanupyroT JuIia keHckoro moja [26, 29 ,30,31].

[To maHHBIM Psiia aBTOPOB B aPabCKUX cTPaHaX OTMedaeTcs MPeBaIuPOBaHIE
JIMI] MYXCKOTO TIojla CPeau TalMeHTOB ¢ AaHHoW matojorued [29,30].danee
MPUBEICHBI JaHHBIE O COOTHOIIEHUU MY>KUMH: KEHIIUH B HEKOTOPBIX CTPaHaX:
TakuM oOpa3oMm B Erunte cooTHomienue m:kx coctaBuio 5,37:1, B pake 3:1, B To
BPpems kak B Typuuu u fAnonuu nanHsiil nokasarens coctasmia 1,03:1 u 1,07:1. B
[Topryranuu cootHomeHnue M:k cocraBwio 1,01:1, B Kopee 53T0 cooTHomeHne
cocraBuio 0,63:1, ¢ mpeoOaganueM Ul )KeHCKoro moia [21].

[To nannbiMm AnexGepoBoit 3.C. B [larecrane Oone3nbr bexyera warie
MOpakaeT MYXKUMH, COOTHOIIEHHE JHI] ¢ Ooje3Hbio bexdera MyXCKoro u
YKEHCKOro moJia cocraBiseT 2,8:1, cpeau Pycckoil STHUYECKON MPUHAIIICKHOCTH
JAHHBIA TOKa3aTelb MMEET MEHEE 3HAauyMMbI€ Pa3jiuuvs , COCTaBJsAs PaBHOE
cootromenue 1:1 [32 ].

VYuensle Typuuu npoBesn Tak k€ 3JKOHOMUYECKOE UCCIEIOBAHUE T10
6one3nu bexdera, B pe3ybTaTe KOTOPOTO OBLIO BEIBJICHO, YTO BEJICHUE IMAIIMCHTOB
c Oose3npto bexuera B TaHHOM CTPaHE SBISACTCS BHYITUTEIHHBIM YKOHOMUYECKUM
OpeMeHeM cO CTOPOHBI Kak MPSIMBIX, TaKk W HeNPsIMbIX 3aTpat [33].

1.2.  IIposoumpyrommue ¢paxktTopsl 60/1e3Hu bexuera

HecMoTpPst Ha MHOKECTBO UCCIIEIOBAHUI B MUPE HAayKe ATHOJIOTUS OOJIE3HU
bexuera Bce eme HeusBecTHa. lIMerTcs JMIIb NPEANONIOKEHUS O PONH
HEKOTOPBIX 3THOJIOrnYeckuX (hakToPoB B Pa3BUTUN O0se3HU beXuera.
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Psim aBTOPOB BBIZEIAIOT CIEMYIONIME TPeapacnoaratonme GakTopsl, TAaKue
KaK. BHPYC MPOCTOr0 Tepreca, CTPENTOKOKKOBAasS WH(EKIHS, B YaCTHOCTH
aTHITMYHBIC CTPENTOKOKKH U Pa3HO0Opa3ne TOKCHUeckux areHros [3, 34, 35].

Tak B KPOBM y ManMeHTOB ¢ 0oJie3HbI0 beXuera Hepenko oOHaPyKUBaETCs
BbicOkMii TUTP aHtuTen K HSV (Herpes simplex virus — HSV), a mnpu
UMMYHOJIOTUUECKUX HCCIEOBaHUAX OOHapykuBaeTcs AQ K JaHHOMY BHPYCY.
BBuay TOro, 4ro HMIEHTUYHBIE U3MEHEHHS ONPENESINCh U Y 30POBBIX JIHII,
BBIIIIEYKAa3aHHOE TMPEANOJI0KEHHEe HE HalUIO HAy4yHOro mnoATBepkaeHus. Ho
BEAYTCs AalbHEHIINE NCCIIeIOBAaHUS B 9TOM HanpasjicHuu [16, 18].

Knuanueckne oOHapPyKeHHS, TaKhe KaK opajibHbie MaHU]ecTaluu Mocie
CTOMATOJOTUYECKUX MAHUMYJISIHN, CTPENTOKOKKOBAsI THUIIEPYYBCTBUTEIHHOCTD
MPU KOXKHBIX TecTax, MpeodaaHne aTUMUIHBIX BHIOB CTPENTOKOKKA B POTOBOMA
(baope nauueHToB ¢ 00J1e3HbI0 bexuera, u Psa ucciaenoBaHuil o 3pPEeKTUBHOCTH
aHTUOAKTEPUABHON TEPaNuy yBEJIUYIIA BO3MOKHOCTH POJIM CTPENTOKOKKOBOM
uHeknuy B Pa3sutuu Oone3nu bexuera [36,37,38,39].

NH(}eKImMoHHbIE areHThI, BO3MOXKHO WTrPAalolIie HEMaJOBaXHYIO POJIb B
Pa3BUTUHU TIOPAXEHUHN CIIM3UCTBIX 000JI0UEK MPu 00Je3Hn beXueTa, Tak ®Ke HMEIOT
BO3JICHCTBHEC HA Pa3BUTHE BACKYJIUTOB, MEXaHU3M KOTOPOTO YUYEHBIM B HACTOSIIICE
BpeMms eliie He n3BecTeH [36 ,38].

Tak psiioM ydeHbIX ObLIO BBISIBICHO, UTO y MAIMEHTOB ¢ 0oJie3HbI0 bexuera
YyBCTBUTEIHLHOCTh MOHOIIUTOB KaK KPOBH, TaK U KOKH K aHTUTeHam StreptoCoccus
sanguis JOCTOBEPHO BHINIC B CPaBHEHHUM C 3JI0POBO¥ rpymmoi mur [36,37,38].
AMHMHOKHCIIOTHAS 1IETIh TAaHHBIX OakTePwil moJ00eH TaKOBOW OETKOB TEIJIOBOTO
moka (HSP — Heat Shock Proteins), koTopsiii B cBOIO oYepensb SBISCTCS
MeMOpPaHHBIM OeKoM KJIeTOK. [1o maHHBIM Psiia ucCiieIoBaHus ObLJIO BEHISBIICHO,
YTO y MAIMEeHTOB ¢ 0oje3Hbi0 bexuera HSP koomepupys ¢ Streptococcus sanguis
npusodsm x akmusayuu T-muMGOIUTOB, YeTO HE HAOII01ANIOCh Y 3I0POBBIX JIHII,
COCTAaBUBIIUX KOHTPOIBHYIO TPymmy. [lo pesynapTaTam JaHHBIX WCCICIOBAHHM,
YYCHBIMHA OBLIO MPEIINOJIONKEHO, YTO IMPU B3aUMOJCHCTBUH C MHUKPOOHBIMH
areHTaMM KJICTKH, HaXOJSIIUECs B CIM3UCTOW OO0OJIOYKE TOJIOCTH PTa BBUIY
CXOJICTBA TI0O aMHUHOKHCIOTHOMY COCTaBy BbACHAIOT HSP, B pesyibraTe yero
pa3zBuBaeTcad T-KJIETOUYHBIM NMEPEKPECTHBIM OTBET K CIM3UCTOW, IO MEXAHU3MY
Mosiekynsapaoit mumukpuun [40,41,42]. Yto B cBOowo ouepPenp OObBsCHSIET (akT
MOSIBJICHUU a()TO3HOTO CTOMATUTa y MAIMEHTOB ¢ OoJe3Hbio beXuera 3a monroe
BPeMs 10 MaHudecTaiuy, [19, 36,41,42].

[ToMmuMo WH(EKITMOHHBIX areHTOB HMMEIOTCS PabOThI MOCBSIICHHBIE POJH
HeJocTaTKa BuTamuHa J1 B pa3Butuun 6one3nn bexuera [43 ,44,45,46,47].

Psim aBTOPOB BBIACHSIIOT TOPMOHAJIBHBIM (DOH Kak OJUH M3 BO3MOKHBIX
aTHoJIOTHYeCKNX (hakTOPoB Oosne3Hn bexuera, mpeamnonaras WHTHOUPYFOIICE
MPOBOCIIAJIUTEIFHOE JICUCTBUE ACTPOTCHOB, OOYyCJIaBIMBas TEM CaMbIM MECHEE
TSDKEJI0€ TEUeHHWE 3a00JIeBaHMsI y JKCHINWH, B TO BPEMS KaK Il MYXYHH
XapakTepPHo Oojee arpecCMBHOE TEYEHUE JaHHOTO 3a00JieBaHUs, C Pa3BUTHEM
OCJIOKHEHUM,  BBICOKOW  WHBaJUAU3AUUEd U  CMEPTHOCTHIO.  JlaHHBIE
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MPEAMOI0KEHNS HE HAIIIM HAYYHOTO TIOITBEPXKACHUS, TOCTOBEPHBIX Pa3IMInil B
YPOBHSIX TOPMOHOB BBIsIBJICHO He ObLTO [3,35,48].

Tax >xe BeIIeNsETCS POJIb TOKCUYSCKUX areHTOB, CTPecca U Psi Pa3TMIHBIX
cpenoBbiX (aktopoB [2,4,21,49], eauHMuYHBIC PAa0OTHI HE HCKIIIOYAIOT [POJIb
ynoTpebsieHuss B ParuoH TrPerkuX opexoB [2,4,36,37]. MHOTro4uCICHHBIMU
UCCJIEOBAaHUSMU JI0Ka3aHa POJIb UMMYHOJIOTHYECKUX MEXaHU3MOB B Pa3BuTHU bb
[34,35,36,37,38,40]. Tak B KPOBU MAIMCHTOB IEPEea OUYEePEAHBIM 00OCTPEHHEM
oone3nu bexuera T mumdornutsel, uncio T-Xenmepos Obu10 cHIKEeHO [37,38 ], Tak
e ObUTo oTMeueHo djeBarus koimuectBa [{UK y mouTy mojsoBHUHBI MAIIUEHTOB C
bb [35,37,38], k ToMy k€ aHTHTEJA K CIU3UCTON 000JI0YKe MOJOCTH PTa TaK JKe
NPHUCYTCTBOBAJIM Y MAITUEHTOB ¢ O0ose3HbI0 bexuera [40].

Psgom aBTOpOB B ponu mpoBorupyromero ¢akropa Oone3nn bexuera
BEIZICIIAEeTCS cTPecc [2,7,36,38].

1.3 I'eneTnuyeckasi mpeapacmo0KeHHOCTh PH 00J1e3Hn bexuera.

Tecuasa accommammss HLA B5/B51 ¢ 0Oomesunro bexXuera sBnsgercs
JOKa3aHHBIM TPOBOIUPYIOMIUM TEHETHYECKHM (aKTOPOM PAa3BUTHUS JTaHHOU
narosoruu [49,50,51,52,53,54]. YVuuBepcanbubiii Mapkep 0Oosie3nn bexuera HLA-
B51 Bctpeuaercs ¢ wacroroit ot 50% 10 80 % y manueHToB ¢ 6osie3Hbio bexdera
pa3HOM OSTHHYECCKOW mPuHamICKHOCTH [55,56,57,58,59,60]. Maldini C. u
COaBTOPBI HA OCHOBAHHHM IPOBEICHHOTO MU CHCTEMAaTHYECKOTO 0030Pa U MeTa-
aHanu3a oOCEePBAIIMOHHBIX HMCCIe0BaHUM aokazanu cBsi3b HLA -B51 wimm BS
TCHOTHIIA C XapaKTepOM KIMHUYEeCKHX MaHU(ecTanwii 6osie3an bexuera [61]. 1o
naHHbIM Psiga aBTopoB HLA B-51 Gonblie paccnpocTpaHeH K ceBepy OT S3KBaTopa,
a UIMEHHO B SInmoHum u cTpanax 3anaanoi EBponsl B 30° u 45° [49, 58,62 ].

HLA-B*51:01 siBnsercss riaaBHbIM CyOTHIIOM, XapakTePHBIM Jisi OOJIE3HU
bexuera Bo wmHorux monynsanuax [61,63,64,65,66,67]. [danHas cyOamienb
HLAB*5101 nau6osnee yacTo BcTpeyaeTcsi y maileHToB ¢ 0osie3Hblo bexdera B
SInonuu, apadbckuX crpanax, I'penun, Mcnanuu, Uranuu [20,32, 52,54,61].

B Tynuce Ownuto mpoBeaeHo wuccienoBanue accorumanuu HLA-BS1 ¢
neMorpPauIecKuMH, KIMHUYECKUMH TIPOSBICHUSAMU W TeYeHHUEeM O0JIe3HU
Bexuera, mccienoBaHue BKIOYAIO B ceOs 178 maneHToB C JaHHOM ITaTOJIOTHEN,
a Tak k€ KOHTPOJIbHYIO TPymIy u3 125 denoBek, Mo pe3yjbTaraM HCCIIEeI0BaHUS
Ob110 BBIsIBIICHO 4TO0, HLAB 51 OBl 3HAYMTENBHO BBIIIE B TPYyIIE OOJBHBIX, B
CPaBHEHHH C KOHTPOJIBHON TPYIIIOH, MO3UTHUBHBIM TECT MATTEPTUH M BACKYJIHAT
ceTyaTtky ObuTH 4aiie BoIsiBIeHB Y HLA B51 mo3uTUBHBIX JIMIL, B TO BpeMs Kak
apTepuaibHbIC AHEBPU3MBI M IOPAKEHUE HEPBHOM CHUCTEMBI Yallle UMEII MECTO Y
HLA B51 wneratuBHpix OoiabpHBIX. Y HLA B51 HeraruBHBIX ITallMEHTOB
3a0oJieBaHKEe UMEIIO OoJiee OJaronPUATHBINA XapakTep TedeHus [57].

B Upane B pesynbrare uccienoBanus 0osie3Hu bexuera cpenu B3POCIOro
HaceJeHusI, B XoJie TeHeTu4deckoro uccienoBanus red HLA-BS Obu1 oOHapysxeH y

54% wuccnenyembix auil, a HLA-B51 naGmonancsa y 48.9% wuccnenyemMbIx il
[29].
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VYuensie Poccun uccnenoBaim accormarnuto HLA-BS5/51 ¢ xnmuangeckummu
nposiBieHusIMU Oone3nn bexdera. 146 manmyeHTOB y4aBCTBOBABIIME B JAHHOM
HCCIIeIOBAaHUM OBUTM Pa3/iesieHbl Ha 2 3THUYECKHE TPYIbI, B MEPBYIO TPyMHITy
Bouuin 86 manueHToB u3 Jlarectana, BTopyro rpynmny coctaBuiau 60 PycckuX He
npoxuBaromuX B Jlarectane. IlanuenTsl HaOII0MAIMCh U 00CIEA0BAINCH HA 0a3e
OI'BHY HUUMP um. B.A. HaconoBoii B epuoa ¢ 1990 o 2014 r. B pesynbrare
HLA-B 51 6bu1 BeIsiBIIeH y 87 ManyeHToB, yale My»KcKoro moJja. [ToMmumo 3toro
OBLTN M3y4YeHBI 0COOCHHOCTH KJIIMHUYECKUX MPOosBIICHHUH 0osie3un bexueray HLA-
B 51-mo3utuBHbIX B cpaBHeHnn ¢ HLA-B 51-HeraruBapiMu naruentamu [49].

B Poccum Oput0 mpoBeneHo wuccienoBanue 1o acconuanuu HLA-A26 ¢
6one3npio bexuera, B pe3ynpTaTe KoToporo Obia BbIsBIeHA accormarus HLA-
A26 y HLA-B51 HeratuBHBIX HalMeHTOB ¢ Ooe3Hbio bexuera [67]. Tloxoxue
pe3ynbTaThl ObUIM MOJy4YeHBI cpenu mnanueHToB SAnonuu, TaitBane, I'pernuu,
onnako B Upmanauu u Typuun HLA-A26 ObL1 ¢ Oosblieit yacToToit 0OHapyxkeH
B KOHTPOJIBHOM Tpyrie [68,69].

Cnyyau mOBTOPHOI 3a00J71€BaEMOCTH B CEMBSIX TaK K€ TOBOPAT B MOJIB3Y
TeHETHYCCKOM TPeIPacooXeHHOCTH K 0one3nn bexuera [70,71], cocTaBisis ot
1 no18% nanuenToB, B ocHoBHOM B Typuuu, M3paunse u Kopee, yacrora cemenHom
arperaiMu yBeJIMYeHa Y JIMIl C IOBEHWJIbHOM ¢opmoi O0Je3HH U OCOOEHHO
nposiBisercst B ceMbsiX HocutensX HLA B51. Cewmeiinas arperamusi 60se3Hu
bexuera Habmomanoch B Pa3sIUYHBIX ATHUYECKUX TPynmaX ¢ BapuadeabHOM
yacTtoTo. TakuM 00Pa3oM y JuIl TyPElKOW HAIMOHAJIBHOCTH OHA COCTaBWJIA
18,2%, kopeiickoit HanmoHambHOCTH-15,4%, y eBpeeB- (13,2%), y KkuTaiines-
(2,6%), y smontes- (2,2%) u eBpormeiines (1%) [71].

CornacHo nanaeiM Anex0epoBoit 3.C. u COaBTOPOB CeMEilHbIE Cllyauu
0one3nu bexuera B apabckuX crpanax, M3paune u Typuun coctaBuiia B CpeJHEM
2,0 - 18,2, 9T0 cocTaBIsAET MOKA3aTENh 3HAYUTEIHLHO BBIIIE TaHHBIX cTPaH EBpPoTBI
0—4,5% [21]. SImoHCKHME yYEHBIE TaK )K€ OTMETHIIM POJIb TCHETHYECKUX (DAKTOPOB
B pa3BuUTUM 3a00JICBaHUs, TMOJTBEPXKJIas O3TO CEMEHHBIMU  CIydasMu
3aboseBaemoctu [33].

B ciyuasx cemeitHoit 3a0osnieBaemoctu Oone3Hbio beXuera cormacHo psiza
aBTOPOB mpeobiagaet HocuteabcTBo HLA B-51 (68-83.3%) [38,45,64] u BbicoKast
4acToTa COCYIUCTBIX MmoPakeHuit [24,72]. Omgnako cooOmiaercs o ciaydasX
cemeitnoi arperanun y HLA BS51 meratuBubiX jnmi [16,17]. Tak ke nmerorcs
JAHHBIE O YacTOM Pa3BUTUTUM OoJie3HHM bexuera y MOHO3UTOTHBIX OJIM3HELIOB
Hocurener HLA B51 [70].

[To manHBIM cucTeMaTHyeckoro o63opa Piga M. u coaBTOpPOB, B KOTOPOM
yuactBoBa 90 wWccrneqoBaTeNbCKUX paboT, OBUTM YCTAHOBIIEHBI BBICOKHE
JI0Ka3aTeJIbCTBA  TOTO, 4TO OCHOBHOM KOMIIOHEHT  T'€HETHYECKOU
BOCIPUUMYMBOCTH K OoJie3Hu bexdera HaXonutcest B oonactu MHC, u B nepByto
ouepenp oH cBsg3an ¢ noarurnmom HLA-B51: HLA-B 5101/B 510101. Tak ke Obu1a
BBISIBJICHA HE3aBHCHMasi B3aMMOCBsI3b TakuX reHoB, kak HLA-A26, HLA-B15,
HLA-B5701 u TNF-A_1031C c 6one3nbto bexuera. JlaHHbIE CBUIETEIBCTBYIOT O
tom, uto apyrue reasl HLA (HLA-C, HLA-DR) u HLA-poacteenusie [MHC
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Class I chain-related gene A (MIC-A), TNF-a] MmoryT urpath CyIiecTBeHHYIO POJIb
B COBMECTHOM BOCIPUMMYMBOCTH K O0Je3HM bexyera miau maTtoreHese IaHHOU
natojoruu [64]. Sugizaki K. et al. o cinyuae HLA-B 52-no3utrBHOM 00JI€3HM
beXueTa, CONPOBOKIAIOMINICS TOPAKEHUSIMH MHOKeCTBa apTepuii [73].

B mocnenyromemM pesynbrare MeTa-aHalin3a ObLla JOKa3aHa accolualus
oone3nun bexuera ¢ MICA-AG [74]. Psin riccinenoBanuii cooOIIal0T 00 acCOMALAN
reasoB MICAO009, MIC-A006, MIC-A6 TM c¢ Oone3nbio beXuera, ogHako 5TH
acCoIlMaIlfy, MO-BUIUMOMY, SIBJISIIOTCS PE3YyJIbTaTOM CHUJIBHOM HEPaBHOBECHOCTU
cazeit mexxny MIC-A u HLA-B51 [75].

B I'epmanuu B 2014 r npoBeneno ucciegoanue HLA-Bw4-801 acconuanuu
cpemn HLA —B 51 HeraTuBHBIX NMalMEHTOB ¢ 0OJIe3HBIO bexuera Hemenkon u
TyPelKoi HallMOHAIBHOCTH [76].

B Hpane nposenn uccnemnoBanus cBs3u moiaumopdmima MDR1 C3435T c
KIMHAYECKUMH  TIPOSBJICHWSIMU ~ OoJie3HW bexdera 'y Jmim — MPaHCKOM,
azepOaiIKaHCKOM, TyPelKOl HAallMOHALHOW MPUHANIEKHOCTU. B uccinenoBanuu
y4acTBOBaIM 69 manueHToB ¢ Ooje3Hbio bexyeta u 92 3740POBBIX JHI W3
KOHTPOJILHOM TPYNIBI IS CPaBHEHUS. B pesynbTaTe MccieqoBaHUs XOTSA U HE
Obuta OOHaPykeHa aocToBePHas accoruanus noiumopdusma MDR1 C3435T
MEXIy ABYMs TPynnamu, Obuto BeisiBiIeHO yT0 CC reHOTUIT UMEN TIPSIMYIO CBSI3b C
Pa3BUTHEM TaKUX KIMHUYECKUN TPOsiBICHUI Oosie3Hn bexuera, Kak sS3BbI KOXKH,
1ceBA0(OJLTHKYIINTRI, y30BaTas sputema [77].

B pesynbrare nccienoBaHui T€HETUYECKH aCCOLIMMPOBAHHBIX 3a00JIeBaHUI
TakuX Kak mncopua3 u 0one3Hu bexuera, ObLIM BBISIBJIEHBI O0IME T€HETUYECKUE
(dakTopPbI PHUCcKa IS JaHHBIX 3a0oseBanuii|[/8]. beuio 0OHapPykeHO YTO nMedeKT
reHa NCOAS npuBoIUT K IOBBIIIIEHHON BBIICTICHUIO WHTEPIICUKIUHA 6, KOTOPHIH B
CBOIO OuePe/ib UTPACT OJIHY M3 KIIOYEBBIX Pojiei B matorenese bb [79,80]. Aydin
Rustemoglu u coart. nonarator, yto nmosmmopPdusm NCOAS rs2903908 csizan ¢
nPeIPacoIo)eHHOCTRIO JIHII JKEHCKOTO 1oJja K Ooye3nu bexuera [81].

HecMoTps Ha TO, 4TO IMaToreHe3 6oJsie3Hn bexdeTa He U3BECTEH, YUCHBIE BCETO
MHUPa TOJATBEPXKIAIOT CHUJIBHYI0 T€HETHYCCKYIO B3aMMOCBS3b Ha OCHOBaHHUSIX
UCCJIEJIOBAaHUM CEMEHWHBIX ciaydaeB OosiesHn bexdera u Oose3nu bexuera y
omsuenoB [20,70,71]. HecMoTps Ha 3TO MHOTOYHMCIICHHBIC MCCIECIOBAHUS
[20,21,51] yrBepxmaror uto HLABS51 He mocratoueH mjisi Pa3BUTHS OOJIC3HU
bexuera, Tak Kak ero MPUCYTCTBUE y CUOIUHTOB OONBHBIX C O0ne3HbI0 bexuera
cocraBuiio Beero Juib 20% [70].

B nocneanue roasl n3yyarorcsi Posib TeHOB He oTHocsmXcst kK HLA | Takue
reabpl kak |L23R-IL12RB2, CD40, STAT4, 1L10, CCR1/CCR3, PDGFRL wu
UBAC2 6t accommmpoBaHbl C MPEIPacoioKeHHOCThIO K Oone3nn beXuera
[83,84,85]

B Kurae yuenbie BbIIBUIM 4TO HOCHTENbCTBO reHa JAKI moBbIlaeT puck
paseuTHs Oosie3nn bexXdera ¢ BoBieueHuem rias [82,83,85].

B pesynbpraTe mMPOKUX HCCAEAOBAHUN T€HOMa acCOIUAIMMPOBAHHOTO C
0one3Hpto bexuera XapakTepHbI ClIeyIONME TeHETUYECKUE aCCOLMAIU: PErHOH
MHC knacca I: HLA-B51 (B5101); peruonsl, He cBsizanubie ¢ HLA: pernon IL10
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u pervon mexay IL23R u IL12RB2, Xpomocomusie obnactu: 6q25-26, 12p12-13
[84,85].

Hecmotpss Ha MHOTOYMCIIEHHBIE HCCIIEAOBaHUS B 00JIACTM TEHETUYECKOU
MPeIPacoIoKEHHOCTH K Oosie3Hn beuxera dYeaoBeUeCKUM JIEMKOIUTAPHBIN
antured HLA octaeTcs cambIM TJIaBHBIM (PaKTOPOM PHUCKA JaHHOTO 3a00JieBaHUs

(c OlLI=5,78) [21,58,59,60,61].

1.4 OcoO0eHHoCTH 1€00Ta M KJIMHUYECKHE XaPAKTEPUCTHUKH O00JIe3HH
bexuera.

Ha ceromnsimHuii JIeHb HMMEIOTCS PaOOTHI YYEHBIX Pa3IMYHBIX CTPaH,
omuchIBaromue ne010T 3a0oneBanus. CornacHo naHHbIM [onoeBoit P.I'. u coaBT.
nebroT Oone3nn bexdera ware mMPUXOAUTCS HA MOJIOJOM BO3PAacT U B TPEThEM
JCCSTHIICTHH JKU3HU UMeeT Ooliee arpeccuBHoe TeueHnue [24]. Ideguchi u coarr.
YTBEPKIAIOT, UTO cPeHU Bo3pacT MaHudecTanuu 001e3Hn bexuera 3aBUCUT OT
reHICPHOTrO PacrpenesaeHus, 1 3HAYUTEIbHO MOJIOXKE CPEIU MAIUEHTOB MY>KCKOTO
mosa (34+11,1 B cpaBuennn 38,5+12,3) [86]. Poap renaepHoro pacrpeicieHus
oonesnn bexuera Takke oTrmeueHa B Paborax Yazici H., AnexGeposoii 3.C.
[12,21]. B 1o Bpems kak E. Alpsoy u coaBT. BBISIBUIM CTAaTHCTHYCCKU 3HAYMMBIC
pa3nuus JUIMTEHOCTH CPOKA MOCTAHOBKU JUArHO3a B 3aBUCUMOCTHU OT JJAHHOTO
dakropa [27].U3yueHue KIMHUYECKOW MaHHU(DECTalMK, COTJIACHO JTAaHHBIM Psiia
UCCJIEIOBAaHUI TOKA3aJio,uTO 3a00JieBaHME 4dalle HayuHaeTcs ¢ adTo3HOro
ctomaruta [87,88,89,90]. OgHako WMEIOTCS MaHHBIE O BIHUSHUH 3THUYECKOTO
dakTopa Ha 7ae0OT W TeueHWe 3a00JieBaHUS, a TakKe BapPUaOEIbHOCTD
KIMHAYECKUX TIPOSBIICHUIA 3a007€BaHUs CPEAH JUI] OJTHON 3THUYECKOU TPYIIIIHI,
MPOXUBAIONINX B Pa3imuHbIX Peruonax [91,92,93].

Knuanueckne wManudecrauuu Oone3nn bexyera paznuyanuch y JHI
npoxxuBarommX no Xoxay lllenkoBoro myTu , OT TeX KTO MPOXHUBAET B JAPYrUX
peruonax [2,4,6].

Tak yuennle Typruu wuccienoBain aemorpaduueckue M KIMHUYECKUE
Xapaktepuctuku Oosie3nu bexuera B FOro-Boctounoi Typiuu, B uCCaeI0BaHUN
y4yacTtBoBano 132 mamueHta, 76 XeHIMH W 56 MY>XXYMH, KOTOPBIM JHUArHo3
BBICTABJISUICS] COTJIACHO MEKIyHaPoaHbIM KpuTepusim, ¢ 2005 o 2009 rr, nanHbie
o0OpabaTsIBaIMCh PETPOCTIEKTUBHO, cPpenHuii Bo3pact 32,40+-9,4, myx: xxen 0,73,
cpenHuii BO3PacT MOCTAHOBKM auarHosa 28,71+-9,1, adbTel POTOBO# MOIOCTH ObLIN
BbIsiBJICHBI B 100%, reHutanbHbie s3Bbl B 94% ciiyyaeB, MOJIOKUTEIbLHBIA TECT
nareprun  75%, komableBas ospurema  43,2%, TpomOodmeduter  6,8%,
AKCTPAareHuTallbHble s13BbI  6,1%, Tak ke ObUIM CUCTEMHbIE HaPYIICHHS, B
pe3ynbTate, ObUIO T0Ka3aHO, YTO AeMorpadudecKue U KIMHNYECKUE 0COOCHHOCTH
6osie3Hu bexuera MOTYT MEHSTHCSI B 3aBUCUMOCTH OT PETMOHA, 10J1a ¥ STHUYECKOU
npuHauiexkHocTH| 3].

Psi aBTOPOB OTMEUAIOT, YTO KEHIITUHAM XaPaKTEPHO MEHEE TKEJI0€ TCUCHUE
3a00sieBaHuUs B CPABHEHUU C MYXYMHAMH, B TO BPEMsI KaK y JIUIl MY>KCKOTO T0J1a C
peluIMBUPYIOIUM aQTO3HBIM CTOMATUTOM B J1e0I0TE 3a00J€BaHUE UMEIO MECTO
Oosee TsoKenbIi XapakTep [5,14,21].
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B pe3ynbrare MynabTUIIEHTPOBOTO HMCCIIEIOBAHUS, B KOTOPOM y4acTBOBaIU
661 manmenToB (349 myxuunH u 312 xeHuun) , nposeaeHHoro B Typrun y 88,7%
MalKueHToB B Ae00Te 3a00JieBaHUsI MMEIIM MECTO s3Bbl mosioctu Pra. CpenHuii
Bo3pacT naebrora 3aboneBanusi cocraBuwn 37.05 = 11,1 ner. Cpok ot neGrota
3a00JIeBaHMs 10 MOCTAHOBKHU JUArHo3a B cpeaHeM coctaBui 4,3-5,7 neT, JaHHBII
CPOK Yy JKEHIIMH cocTaBuia noibine 4,6-6,2 r, y myxuun 3,98-5,1r.Tak xe
cormacHo nmaHHbIM E.Alpsoy u coaBropoB MmaHudecraus 0ose3Hu bexuera c
NOPaXEHWEM TIJ1a3 U sI3BaMHM TEHUTAJIUW OblIa JIOCTOBEPHO 4Yalle CPenu JIUIl
mosioxke 40 ner (p=0,001). ITo pe3ynpraTam HaHHOTO HCCIEAOBAHUS CIU3UCTO-
KOXXHBIE TTOPKECHUS SBJISIFOTCSI BUSUTHOM KapTOUKoM Oosie3Hn bexuera, ocoOeHHO
S3Bbl POTOBOM ITOJIOCTH ONEPEkKAOT APYTUE CUMIITOMBI, MY>KCKOM TIOJI U PaHHUU
cpok Hauaja 3aboiyeBanus [12].

CornacHo manabiM Davatchi F. u coaBTopoB, npu uccienoBanuu umu 6075
MalMeHTOB MPAHCKOW STHUYECKON MPUHAJJICKHOCTH, KOTOPbIE ObUIM B3SITHI C
peectpa c1975 no 2014 . B pe3ynbrare ObUIO YCTAaHOBIEHO , UTO 56% MallMEeHTOB
COCTaBJISLIIM MY>KUMHBI, CPeHUN BO3PacT Hauasa 3adoneBanus 28.3 + 8.7. APTrI B
MOJIOCTH PTa ObLIN BBIABICHBI Y 97.5%, S3BbI MOJIOBBIX OPraHoB y 65.7%, KOKHBIE
nposiBiieHust y 64,6%, nopaxenus raaz y 58.1%, nmopaxenus cycraBoB y 39,4 %,
BoBiieueHue KKT 7%, nmopaxenue HepBHOU cuctembl y 10.6%, mnopaxenue
KPynHbIX  cocynoB 1,7%, smuauaumutbl 4.6%, mnopaxenue JerkuX 1%,
nopaxenue cepaua 0,6 %. [losutuBHbIN TecT nateprun Habmonmancs y 52.3%
nauerToB, (HLA)-BS Obut BeisiBiieH y 54%, HLA-B51 y 48.9%, noBblicHue
CODy 52.8% . Cnermudpuanocts kputepues |SG 6pu1a 99.2% u 1ICBD 97.2%.[29]

VYuenbie A3zepOaiikana coBMecTHO ¢ MpaHom MPOBENU MOIEPEYHOE
KOIOPTHOE  MCCIIEJOBAaHWE, B KOTOPOM  ydacTBOBaJO 166  manueHToB
azepOaiiKaHCKOW HAIMOHAILHOCTH TPokuBaronuX B Mpane ¢ bb, u3 aux 104
MY>XUYUH U 62 KEHIIMH, aKTUBHOCTh 3a00JIeBaHUS HM3MEPSIach C MOMOUIBIO
IBDDAM u TIAI, ObL10 BBISIBICEHO COOTHOIIEHUE MYyXk: *eH 1.7 : 1.0, Bo3pacT
Hayana 3a0oneBanus 25.8 +- 89 |y  83.1%  mamueHToB 3aboJieBaHUE
MaHU(ECTUPOBATIO C TMOSBJICHUEM adT B TOJOCTU PTa, NAHOPTAIBMHUTHI U
MaHYBEUTHI OBLIM CaMBbIMHM YacThIMHM TOPaXEHUEM TJla3 B Hadalie 3a00JieBaHUs,
BACKYJIUT CETYATKH YaIlle BBIABISUICSA Y MY)KYHMH YeM Yy xeHiuH [89].

B CIIA, B okpyre Omnmcren, mrata MwuHecoTa, OBLIO TPOBEICHO
UCCJIEIOBAHME  TIOMYJISIIIMOHHOTO  MacmTaba, B  KOTOPOM  HCCIIEIOBAIH
PacmpoCTPaHEHHOCTh W KJIMHUYECKHWE XapakTepucTuku Oone3nun beXudera,
PeTPOCIIEKTUBHO 110 JaHHBIM 3a 65 et , ¢ 1960 o 2006 r.[92]

B 2006 r B Kurae ObuIO NPOBEACHO MOMYJSLMOHHOE HCCIEAOBAHUE
KIIMHUYECKUX MPOsBICHUN Oosie3nn bexuera. /lanHple marueHToB ¢ 1996 Obum
MeTaaHaIN3UPOBaHbI ¢ 46 MEIUIIMHCKUX 1IEHTPOB, C LIEJbIO ONPEeICHUS BUIA U
YaCcTOThI KIIMHUYECKUX NPOsBIcHMH Oone3nn bexuera y manuentos B Kurae [91].

Savey u coaBTOPbI M3yuast 0cOOeHHOCTH OoJie3HU bexuera B ctpanaX Adpuku
1 EBpomnbl BeISBUIM 0oJiee TsDKENIOe TEYEHUE JAHHOTO 3a00JeBaHus Yy >KUTeNen
IOxHo¥t Adpuku ¢ BoBieueHreMm B maronoruueckuit npouecc [THC, cepaeuno-

23



COCYJIUCTOM CHCTEMBbI, NPEBAIMPOBAHUEM MYKCKOTO TIOJIa , OTCYTCTBHUEM
HocureiabcTBa HLA B51 |, B cpaBaennu ¢ CeBepHoii Adpukoit u EBporroit [11].

VYuenbie Wrtanuu wucclienoBali HEMPOCEHCOPHYIO MOTEPr0 ciyXa y 44
nanueHTa ¢ Oosie3nbto bexuera u mopaxenuem [[HC (melipo-bexuer). Bce
y4yacTHUKU uccienoBanuun oteedan I1SG u ICBD  xpurepusm. N3 44
MCCJIEOBAHHBIX JIUII 15 My>KUuHBI, 29 KSHIIUHBI, cPpeHui Bo3pact 45.43 + 14.05
JIeT; cPeaHui Bo3pacT Haudaja 3aboseBanusa 31.54 + 15.53 ner; MIUTENBHOCTH
3aboneBanuss cocraBmwia 13.89 £ 9.15 mer. HeipoceHcopHas TyroyXxocTtb
oOHapyxunacek y 28 (63 %) npeacrapissich YETBEPTOM MO YaCTOTE KIMHUYECKOU
Manudecramnueit. ¥ 9 manneHToB MpPorecc MeN yYHoJIaTePanbHbIi Xapakrep, y 19
ounarepanpHbiid. [lopakeHne ciayXa damie COYeTasoch y JUI[ ¢ TOPaXEHUSIMU
KOKH U CYCTaBOB. /J[aHHOE uccaej0BaHNe MTOKA3aJI0 BAXKHOCTh IMarHOCTUKH CITyXa
y MaIueHToB ¢ 6oye3Hpro bexuera [94].

B crtpanax CHI, a umenHo B [larectane ObLnu HcclieIoBaHbl OOJBHBIE C
Oosie3Hp0 bexuera, mocTynuBiiMe B ceUaln3uPOBAaHHOE OTJEIEHUE 3a 3 Toja:
21 4en. - 9 xeH. u 12 myx, Obl1a TPOBE/ICHA OIEHKA KIIMHUYECKUX TIPOSIBIICHUN U
TeueHus 00JIE3HU B CPAaBHEHUHU C JIAHHBIMHU Pa0OT APYTHUX aBTOPOB, B Pe3yJIbTaTe
ATOTO UCCIIeI0BaHUs OblIa yCTaHOBIIEHA OoJiee BhICOKasi yacToTa 6ose3Hu bexuera
y xureneil [larecraHa B cpaBHEHHH ¢ APyruMu pernonamu Pocenu. Takoke Ob110
BBISIBJICHO, YTO Y JKCHIIMH OO0Jee 4acTO MMEJO MECTO MOPaKeHHUe Tia3 , a y
MYKYHH Pa3BuTHEe TPoMOOdaeouToB [95].

B Poccum Tak ke ObUTM M3yYeHBI COCYAMCTHIC HAPYIICHHUS] TIPU OOJIC3HU
bexuera. MWccnenoanue mnpoBoawnock B HHWU pesmaromorun PAMH,
y4acTBOBaIO 95 manueHToB ¢ OoJe3Hplo bexuera, Habmogasmmxcs ¢ 2006 r. 1o
2009 t. B pesynbrare cocyaucThie HaPyIieHUs ObUTM BBHISBICHBI y 1/4 wactm
MalUEeHTOB, MPEUMYIIECTBEHHO y MOJIOABIX MYXYHWH. BbUIM Tak»e BBISBICHBI
JIeTaJbHbIC UCXO/Ibl U U3YUEHBI ACCOIUAIINU COCYIUCTBIX OCIIOKHEHUM C IPYTUMU
cumnToMamMu 0ose3nu bexuera [24].

AQTO3HBIN CTOMATUT SABJISETCA CaMbIM CHENU(PUIHBIM TMPU3HAKOM 0OJIE3HU
bexuera, ¢ wacroroii 97-100% [96]. OOBIYHO sI3BBI BO POTOBOHM IMMOJIOCTH
BBICTYTIAIOT MEPBUYHBIM CUMIITOMOM , U 3a4aCTYIO TOSIBJISFOTCS 32 HECKOJIBKO JIET
710 TIOCTaHOBKHM Auranosa [3,27,32,33].

S3BBI HA MOYENOJIOBBIX OPranaX BcTPedarorcss ¢ vactorod 70 % cpenu
MaIyeHToB ¢ 0ose3Hbl0 beXuera, mo XapakrePy oHH ITy0xe v OOJIbIIIE , YEM SI3BBI
POTOBOM TMOJOCTH, TaK OCOOEHHOCTBIO JIaHHBIX $I3B SIBJISIETCA CKJIOHHOCTH K
pyOueBanuto [86,87,97,98]. Jlokanuzamuss y MYy>XUYMH 4Yallle Ha MOUIOHKE,
MoPakeHUsi TOJIOBOIO WiI€HAa BCTPEYArOTCAd PEeAKO. ONUIUIUMUT TaKKe
XapakTePeH s 6one3nn bexdyera, HO yPeTPUT HE XapPakTePeH. Y JUIl )KEHCKOTO
roJjia SI3Bbl JIOKAJTU3YIOTCS Ha BYJbBE, Blarajiviile W IIeiike MaTku . SI3BbI maxXa,
NeprUaHalIbHON U MPOMEKHOCTU BCTPEUAIOTCS Y MAIUEHTOB KaK U MY»KCKOT0, TaK
U sKeHCcKoro moa [86,87].

[Topaxenue KoXxu y malueHToB ¢ 6oJie3HbI0 beXuera BcTpeuaercs B 6oiiee 75
% caydaeB [86,97]. VY3noBatas spureMa wHaiie JOKaIM3yeTCs HAa HUKHUX
KOHEYHOCTSIX, 00Pa3yst 00JIe3HEHHbIE Y3IIbl KPAacHOTO 1IBeTa iuametpom 1-5 cum. Ilo
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JaHHBIM Psia aBTOPOB y3JIOBaTas 3puTeMa Ooyiee XapaKTepPHA ISl MalMeHTOB
®KeHCKoro mojia. [ToMuMo y370BaTOi SPUTEMBI CPEeIU TAIMEHTOB C OO0JIE3HBIO
bexuera Takke pacnpocTpaHeHa aKHENMOAOOHAasl ChIMb, ¢ HE TOJBKO THUIUYHOU
JIOKaJiM3alyen Ha Jule, CiMHe , TPYIU, HO U Ha BEPXHUX U HUKHUX KOHEUHOCTSIX.
[97,98,99].

Tect marepruu siBiasieTcs HecTeNM(PUUSCKOM KOXKHOW Peakiued Ha YKOII
CTEPUJILHOM UTJION, CUMTAETCA MaTOrHOMUYHBIM (DEHOMEHOM, XapPaKTePHBbIM st
O6one3Hnu bexyera W sSBNsSETCS BCIOMOTaTENbHBIM TPHU MOCTAHOBKE JHArHO3A.
Jlauubrii TecT Bomren B 1SG kpuTepuu, Kak OJMH U3 TJIaBHBIX KpuTepues [88,90].
PacnipocTpaHeHHOCTh TO3WTMBHOIO TECTa MATePTHU TaKke BapuadenbHa B
3aBUCUMOCTH OT peruoHa. Tak BbIcOKasi PacClipoCTPaHEHHOCTh MTO3UTUBHOIO TECTA
natepruu Xapakrepuo s Typrwu [100,101], Upana [21], Smoruu [25], U3pans
U B cTPaHaxX cpenHero Boctoka [27], 3HAUUTENIBHO PeXe IaHHAS PeaKius
BcTPeuaeTcs B crpanaX 3amaaHoil EBponsl u CIIA. [o gaHHBIM pPsia aBTOPOB
MO3UTUBHBIA TECT MMeeT O0oJjiee HU3KYIO PacrnpocTpaHeHHOCTh B CeBePHOM
Awmepuke u CeBepHoii EBpomne, B To Bpems kak B ctpanaX Cpennero Bocroka ero
yacroTa 3HauuTenbHO Bhimie [101]. B mocnemnue roabl 4YyBCTBUTCIBHOCTD
JaHHOTO TecTa cHU3MWIach Ha Oosee yeM 30 %, B To BPems Kak cnerupuyHOCTb
noBbeIcHIach 10 98,4% [100].

B 50 % cnydaeB npu OonesHu beXuera pa3BuBaeTcs MOHOAPTPUT WIIH
OJINTOAPTPUT HEBPO3UBHOIO XapakTePa, MOPa)KaloIIMe CPEAHUE U KPYIHbIE
cycTaBbl. Pa3BuTHe CcakpoOMIEUTOB JUIsl MALUEHTOB C OoJie3HbIO bexuera He
xapakTepuo[22,39]. Ilamuentam ¢ Oone3nbio beXduera wumeromuM apTPUT
XapakTePHO TakK e Pa3BHTHE aKHE U 3HTe3omnaTuit [21,39].

UacTtoTa mNOPaKEHUS KETyJIOYHO-KUILIEYHOTO TPaKTa MO [JaHHBIM Psifa
uccienoBannii cocraBuser 3-50%, B CBOIO OdYePeap JAHHBIA TOKA3aTeNb
BapualeieH B 3aBUCUMOCTH OT reorpauyeckoil Jokaau3anuu. AOIOMUHAIbHBIC
Oonu, aHopekcus, auapesi, MeieHa U nepdopanus SBISIOTCS TJIABHBIMU
cumnromamu Ttopaxkenue JKKT. B martomoruueckuil mporiecc MOXKET OBbITh
BoBiieueH Joboit ormen JKKT [102]. YV aun  a3suaTtckoil DTHUYECKOU
npuHaIe)kHOCTH vactota mnopaxkenus JKKT Beime uem y MalMeHTOB U3
Cpenuzemuomopckoro OacceitHa [103,104]. CormacHo HEKOTOPBIM JaHHBIM
nopaxenue JKKT Oonee pacnpocrpareno B SAnonun, yem B Typuuu. [102,104] .

Bosneuenue uentpanbHoit HepBHOM cucteMbl (LIHC) B maTomoruueckwii
nporecc npu 6one3Hn bexuera, Takke Ha3bIBaeMyro Helpo-bexueTom, siBisieTcs
OIHUM U3  HauboJiee  CEePhE3HBIX  KU3HE-YIPOXKAOIMMX  TPOSIBICHUM,
BcTPeuaromuXcsi ¢ yactorod menee 20% cnyvae. B cpeanem nopaxkenue [HHC
BOBJIeKaeTcs dyepe3 10 yeT mocne mocTtaHOBKHM AwarHo3a 6osie3nu bexdera. [39,
86,105]. Coobmranochk 0 npeodaaaHui MY>KUYHH y MAlMEHTOB C BOBJICYCHHEM
ITHC. CtBon rojIoBHOTO MO3ra MmopakaeTcs HambOosiee 4dacto. Kak mpasuio,
HEBPOJOTUYECKUE CUMIITOMBI, TAKUE€ KaK MEHUHTOAHIIE(PATUT, HEBPOJIOTMUECKUIMA
AeUIUT W TCUXUATPUUYECKHE CUMIOTOMBI (BKJIIOYAs M3MEHEHMSI JIMYHOCTH)
Pa3BHBAIOTCS 4Ye€Pe3 HECKOJIBKO JIET IOCJI€ IOCTAHOBKM JMarHosa. Tak xe
XapakTePHO TNOBBIIIEHUE BHYTPUYEPEIIHOIO [aBJICHUS B [Pe3yJbTaT€ CHHYC-
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TPoMO03a, MPOSBISAIOIICECS TOJIOBHON O00JIBIO M OTEKOM JIMCKA 3PUTEIHLHOTO HEPBA.
CHMITOMBI MMEIOT PEIUANBUPYIOMMA XaPakTep W IMOCTENEHHO MPUBOIAT K
HeoOpaTUMOMY MOBPEKICHUIO HEPBHOM cucTeMbl [39,86].

Cocynucroe mnopaxxeHue BcTPedaercss npuMmepPHo y 25% maiueHToB ¢
Oose3Hpl0  beXuera, wyame XapakTepusyeTcs [Pa3BUTHEM IMOBEPXHOCTHOIO
TPpoMOodIedouTa 1 TPoMO03a riryookux [105].

Taxxke cooOmanoch 00 OKKIIO3UM BEPXHEH WIM HIKHEH TI0JIOW BEHBI,
nypanbHOro cuHyca u cuaapoma bagma—Kuapu [106]. Coobmiaercs 4to cucrema
CBEPTBhIBaHMS OOBIYHO HETMOBPEXKICHA; MO3TOMY, 00Pa3oBaHKMe TPOMOOB CKopee
BCcero 0O0ycCIIOBIICHO moBPexacHueM sHpoTenus cocyaoB [107,108]. Yacrora
nopaxeHusi apTePuil OTHOCUTENbHO HU3Ka, Kosebnerca oT 1% no 33,5% ot BceX
cocynucthiX nmopaxkenwnit [105,108], a cMepTHOCTH y AIMEHTOB C aPTEPUATBHBIM
MopakeHWeM BhIIIe, 4yeM y mamueHtoB 60e3 Hero [108,109], BoBneueHume B
MIaTOJOTHYCCKUN TPoIecc aoPThl W JICTOYHOM apPTEPUH MOXKET IPHUBECTH K
CePhe3HBIM 00Pa30BaHWEM AaHEBPU3MBI WM OKKIIO3WH, JICTOYHAS aHEBPHU3Ma
SBJIICTCSI OJTHOM M3 HamOoJiee 3HAYUMBIX MPUYUH CMEPTH H3-3a YIPOXKAIOITUX
’KM3HU KPOBOTCUEHHUH y MaIMEeHTOB ¢ 00j1e3ubi0 bexyera [110,111].

I[lo maHHBIM Pa3HBIX HCCIECAOBAHMM YacTOTa BOBJICUEHMS JIETKUX IIPU
6one3nu bexudera cocraBinser or 1 go 7 % [107,108,111]. IlposiBneHussMu
nopPakeHus1 JIETKUX Pa3zHO0OPa3HbI, BKIIOYAIOT B Cce0S aHEBPU3MBI JIETOYHBIX
apTepuii, aprepuaIbHbBIE W BEHO3HBIE TPOMOO3bI, WHGAPKTEI JETKOTO,
PenUIMBHPYIONIME TMHEBMOHUH, OOJHUTEPUPYIOMIHE OPOHXUOIUTHI, TIIICBPUTHI
[27,111].

IIpu Gonesnm bexdera BoOBIIEUEHHE TMOYEK B IMATOJIOTHYCCKUN MPOIIECC
BCTPEYACTCS 3HAYMTEIBHO [PEeXe, B CPaBHCHWU C JPYTUMU BaCKyJUTaMU H
XapakTepu3yeTrcsi MeHee TSKEIbIM TeueHueM. XapaKTePHbl TPOTEHHYPHs,
reMaTypus, TouYedHash HEIOCTATOYHOCTh, KOTOPas Peako TPeOyeT JIeUCHHE
muanmu3oM. O4eHb PeaKo MOXET ObITh Pa3BUTHE TiioMepylioHedputa. Tak ke B
JUTEPaTypPe OMHCaHBI ClIydyad aMHJIOMA03a W TPoMOO3a IOYCYHBIX BCH

[23,27,86,112].

1.5 ITopa:xenne ruaas npu 0ose3nn bexyera.

bonesnpr bexuera »TO penuauBUpyOIee BOCHAIUTEIHLHOE 3a00JieBaHHE,
HEU3BECTHOW 3THUOJIOTHH, XapPaKTePU3yrolieecss OOCTPYKTHBHBIM BacCKYJIUTOM, B
pe3ysbTaTe KOTOPOTO MOPaKarOTCs KaK apTEPHH, TaK U BEHBI Pa3JTUYHBIX OPTAHOB,
TIPOSIBIISIFOIITUECS PEIUANBUPYIOMIMME adTaMu POTOBOM TTOJIOCTH, SI3BaMHU KOXKHBIX
MTOKPOBOB , SI3BaMH T€HUTAIHMH 1 TTOPAXKECHUEM TJ1a3, @ TAK)KE BOBJICUCHUEM JIPYTUX
KU3HEHHO BaXXHBIX opraHoB u cucteM [113]. JlamHoe 3a0oneBaHHE YacTO
MPUBOJUT K CIIENIOTE BO BTOPOM M TPEThEH JEKaje KU3HH, YTO IPUBOJIUT K
WHBAJIMIM3AIKN B TPyaocrnocoOHoM Bo3pacte [39]. Psit aBTOPOB yTBEpKIaI0T 00
OTSATOLICHHOM T€YCHHH YBEUTOB y MAIIMEHTOB My CKoro mnoJja [12,14,19,86,113].

CornacHo panabsiM Sakane T. u coaBT. bose3ns bexuera sBIsieTCst OHUM K3
TPEX Y4acTO BBICTABISICMBIX JHMArHO30B Yy MAaIMEeHTOB ¢ yBeutamu [15]. Yacrora

26



nopaxenuid ria3 pocturaet 50-70% [26,29,114]. XapakTepHbIM NMOPAXKCHHEM -
SBJISIETCSA PELUMANBUPYIOMIUA YBEUT, KOTOPBINA MOXKET 3aXBaThlBaTh KaK NePeaHui
WU 3aJHUM CErMEHT, TaKk M o0a cerMeHTa rja3a, ¢ Pa3BUTHEM MaHYyBEUTOB
[115,116].

Jlns mepenHero yBeuTa XapakTEPHO BOBJICUCHHE B MPOLECC PaayKKH U
mrapHoro Tena [117].  Elgin u coaBTopsl 0TMEYaroT Pa3BUTHE HPUIAOIUKIUTOB
C HaJIMYUEM WJIM OTYTCTBHEM THUIOMHOHA, BTOPUYHON TJIayKOMBI, a TaK K€
BTOPUYHON KatapakTel [118]. Psag aBTOpOB OTMeuaroT MeHee XapaKTePHBIM
MOPa)XKEHUEM JIJIsl TIEPETHEr0 YBEUTA SIBIISIIOTCS TaKue U3MEHEHHS KaK: CKICPUTHI
U DIUCKIICPUTHI, KOHBIOKTHUBUTHI, CYOKOHBIOHKTUBAIBLHOE KPOBOU3IUSHUE, S3BBI
KOHBIOHKTUBBI, HUTEBUAHBIN Kepatut [115,117,118].

CornacHo nanHbiM AnekbepoBoit 3.C. 3agHuil yYBEHT XapaKTePuU3yeTcs
BOBJICUCHHEM B TIPOIIECC CETYATKH, B BUJIE €€ HEKPO3a, 0TeKa MaKyJIbl U MANUJUIUTA
[21]. Dursun D. m coaBT. OTMEYarOT, YTO JUIS MOPAKEHUI 3aJHEr0 CerMeHTa
HauOoJee XapakTePHbl BUTPUUTHI, PETUHATIBHBIE TIEPUBACKYJIUTHI, KDOBOU3IUSHUE
B ceTyaTKy U HMH(PAPKT B Pe3yjbTaTe OKKIIO3HMOHHBIX BACKYJIWUTOB, PETHUHUTHI,
mudPy3HbIH OTEK CETYATKH WJIM OT€K W TUIePEeMHs JHUCKa 3PUTENILHOrO Tela,
KUCTO3HBIA MaKyJsIPHBIN OTEK, MakKyJsipHas UIIEMUs, MaKyJspHOE PyOIieBaHuUeE,
U3MEHEHHS] TTUTMEHTHOTO SMUTENHs, 3MUPETUHAIbEHOE 00pa3oBaHre MeMOPaHbI
[119].

B TO Bpems Kkak, MmaHyBEeUT XapaKTePU3YyeTCs Pa3BUTHEM M TEPEHEro, H
3aJTHETO YBEHTA, B COUSTAHHH C TIOPAKCHHEM CTeKIoBHIHOTO Tena [120,121].

[Topaxenue, oTek u arpodust TUCKa 3PUTEITHLHOTO HEPBA SBISIOTCS OCHOBHOM
MPUYMHONW WHBAIMIU3AINHA B BUJE CIEMOTHI Y MAIUCHTOB C aHTUUTOM CETYATKH
npu Oosie3rn bexyera [121]. OmHako, PacliPOCTPAHEHHOCTh MOPAXKEHUS TJIa3 C
pa3BUTHEM BOCHajeHUs MPU OoJsie3Hn bexuera MOXKET Pa3auyaThbCs B Pa3HBIX
peruonax mupa [122].

Takum oOpazom B Typuun ObuTH KCCIIeI0BaHbl OCOOEHHOCTH MTOPaXKEHUH Ta3
y 880 marnuentoB ¢ 6one3Hbpio bexuera. 599 (68%) cocTtaBmiM Julla My»XCKOTO
nosta, 281 (32%) »enckoro. CpeaHuii Bo3pacT Havajia yBeuTa coctaBui 28,5 ner
y My>uuH u 30 net y sxenuuH. [Topaxkenue ria3 nuMeno OunarepaabHbIi XapakTep
y 78,1% u ynunarepanbHbii Xapaktep y 21,9 % mnaumentoB. I[lanyBeuT Obu1
HamOosee dacTtod ¢opMoN TopaxeHuss Tia3 y o0ouX mMoJoB. Tspkemnbie
OCIIO)KHEHHS B Pe3yJibTaTe MPUBEIIINE K MoTepe 3peHus ObuTH Oosiee XapakTePHBbI
JUTS JTAIT MY>KCKOTO ToJia [122].

SAnonus coBMecTHO ¢  BenmukoOpuranweidn mpoBeld — IONEPEYHOE
obcepBanmoHHOe HcclieioBanue Oosie3nn bexdera, B 2000 T, B Wcciea0oBaHUA
yuactBoBaym 19 marmenToB (12 kaBka3ckol, |1 azuarckoi, 1 adpoamepukaHCKoOH,
5 cpenHe-BOCTOYHOW HAIMOHAJIBLHOCTH), HaOmomaBmmecs B KiIuWHUKE Tia3HBIX
oonesnert Mypdunga (MEN) u 36 nanureHToB (BCce SMOHCKON HAIIMOHATBHOCTHU)
Menuuunckoro yHusepcurera B Kypyme. B ucciaegoBanuu 0bUTH UCTIOIB30BAHbI
kpurepuu ISGBD u kpurepun komMuTeTa Mo UccienoBaHuio 0ose3Hn bexdera B
Snonun. Ilo pe3ynbraraMm HCCIENOBaHUSA, CPEIU MALKMEHTOB MPeobianal
Mykckoil mon. [lopakenue rna3, B BUJE TNEPEIHEr0 U 3aJHETO YBEWTA,
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HAOJIOJIAIMCh 3HAYUTENIPHO dYalle y NaIlMeHTOB B SIMOHWHM, B CPaBHEHUH C
nanyeHTaMu B BenmmkoOpuTanuy, HeCMOTPS Ha OJTMHAKOBYIO ITPOIOJIKUTEILHOCTD
nopaxkeHuit rina3. I1o cucTeMHBIM MPOSBICHUSAM Pa3HHUIIA MEKIY 2 TOMYJISILIHSIMU
He BoIisgBiieHa[ 112].

1.6. H3meHeHusi remMocTa3a npu 6oJie3au bexuera.

Puck neranpHOro ncxoaa npu 6one3nu bexyera yvaiie Bcero oOycioBieHa
Pa3BUTHEM TaK Ha3bIBAEMOI'O BacKyJsio-bexdera, a UMEHHO Pa3BUTHEM TPOMOO3a.
[To manubiM AnexbepoBoit 3.C. m cOaBTOPOB BEHO3HOE PYCIO BOBJIEKAETCS B
MaToJOTUYeCcKui mnpouecc 4aimie dem aprepuanbHoe. CoctaBusia 88% u 12%
COOTBETCTBEHHO. TpPom003 TIIyOOKMX BEH TPEeBAIHPYET HaJ JPyTrdMHU
cocyaucThiMu  ToPakenussmu  [32]. Hapsay ¢ 3tEM  TPOMOOOOPa3oBaHUIO
MOABEPraloTCcsl BEPXHUE U HIKHUE TIOJIbIe BEHBI, IEUYEHOYHBIE BEHBI, C
nanbHEWIIUM Pa3BuTueM cuHapoma banna-Kuapu, Tak ke TPOMOBI MOTyT
00pa30BaThCs B BEHO3HBIX CHHYCaX roJioBHOro mosra [24].Tpom6o3 nipu GoJie3Hu
bexdera BCcTpewaercs ¢ Pa3IMYHOM YacTOTOM M 3aBUCUT OT JTHUYECKOH
npuHamIeKHOCTH. Tak B AmoHun gacToTa TPOoMO030B cocTaBmna 6,3% , mpu 3Tom
aprepuanbHbie TPOMOO3bI cocTtaBuiu 2%, a BeHo3Hble 5%; B Typuuu yactora
TPpomO030B cocTaBuia 39,4% mpu 3TOM Ha 00 apTePUanbHbIX npunuiock 11%,
Ha BeHO3HbIe 38% [123].

Backynut, KOTOPBIi JIEKUT B OCHOBE 3a00JIeBaHMsI ¥ TPOMOO3HI SBJISIFOTCS HE
TOJBKO OJJHUMH W3 BaXKHBIX KJIMHUYECKUX CUMITOMOB Ooisie3Hu bexuera , HO U
caMOil  TJaBHOW MPWYMHOM CMEPTHOCTH TPU  JaHHOM  3a00JeBaHUU
[123].Tpom6o3b1 ipu Gone3nu bexuera BeTpeuarorcs ¢ dacrtoror 20—40% [24,
124,125], Oomee wame y Jaul Myxckoro mona [126,127].CaMbiM dYacTbIM
MPOSIBICHUEM TOPaXE€HUU COCyJIOB NPU Oosie3Hu bexyera siBisieTcst TiIyOOKHid
BEHO3HBIN TPOMOO3 HIKHUX KOHeuHocTel [123]. AHeBpu3Ma JierouHoi apTepud,
cunnapom bamna-Kuapu, aneBpuszma OProIIHON aoPThl, TPOMOO3 TMOJIOH BEHHI,
aHeBPU3MBI TepudepuderkcuX aprepuii, TPoMO03 CHHYCOB TBEPI0Ml MO3TOBOM
000JIOYKH OTHOCATCS K MEHEE 4YacCThIM COCYJUCTBIX TMPOSBICHUN JaHHOTO
3aboneBanus [124,46]. HecmoTps Ha OO0dBIIOE KOJHWYECTBO JJAaHHBIX II0
KJIMHAYECKUM TIPOSIBICHUAM COCYIUCTBIX TMoPakeHuid mpu bexuera, mpuunHa
pa3BUTHs TPOMOO30B MPH ITOM 3a00JIEBaHUH 10 CUX MOP HeusBecTHA[ 128].

Kax u3BecTHO, B 0OCHOBE TPOMOO030B mPu 60s1e3Hn bexuera nexar BacKyJIuT U
mucyHkms dHpoTenms [129], cormacho P. BupXoBy B pa3BHTHH COCYJIUCTOTO
TpomOo3a sexkat 3 ocHOBomosararonux (hakropa, 3T0 MOBPEKIACHUE COCYTUCTOM
CTEHKH, 00beMa KPOBSHOIO MOTOKa, runepkoaryssnus [126], HO B TO ke BPems
HayKe HE M3BECTHA KaKOBa POJIb FeMOCTa3a B Pa3BUTUM TPOMOO30B NPU O0JIE3HU
bexyera.

B Typuuu npoBenu ucciieoBaHUE BIUSHUS KOATYJISIIUOHHBIX MapaMeTPoB
Ha pa3BuTHe TPOMOO030B, y 96 nmanuenToB ¢ Oone3nbto bexuera. B uccnenoBanue
o cienyronme napametPel: AUTB, I1TB, Auturpom6un Il ,pudbpunoren,
nporeuH C, mpoTenH S. YUaCTHUKHU HCCIIEIOBAHUS ObUIH Pa3/ieieHbl Ha 3 TPYIIbL:
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MEePBYI0 TPYMIYy COCTABWJIM TAIMEHTHI C COCYAUCTBIMH TOPKCHUSIMH B
KOJIMYCETBE 22 YeJOBEK, KO B TOPOH rpymme Obuth OTHECeHB! 74 marueHTta ¢ bb
0e3 mopa)keHuil COCya0B, U 3 TPYyNIy COCTaBUIU 25 3A0POBBIX JUI[ B KAa4eCTBE
rpynmnsl KoHTPosis. CpenHuil BO3PacT NaueHToB ¢ 00J1e3HbI0 bexueTra cocatBui
36 net (13-60) , cpeaHuit BO3pacT KOHTPOIBHOM TPymIibl cocTaBmi 26 net (22-30).
50,5% marnueHToB ObUTH MY>KCKOTO ToJia, 49,5 % sxenckoro. M3 22 manueHToB ¢
TpomOo3amMu 18 Myx4uH U 4 keHIUH. AHTPUTPOoMOUH |l ObLT BBINIEC y JHUIT C
O0one3Hpto bexdera, B cCpPaBHEHHMU C KOHTPOJIBHOW TPYMIION, YTO MOTJIO OBITH
O0OyCJIOBJIGHO KOMIICHCATOPHBIM 3alllUTHBIM MEXaHM3MOM Ha TIOBBIIICHUE
MPOKOJIATYJITHTHON aKTHBHOCTH. B pe3ynbpTaTe mccienoBaHus ObLia BBISABICHA
KOPPensanust MeXAy IUTEIbHOCTBIO 3a00JIeBaHUS W Pa3BUTHEM TPOMOO30B.
Tpom60361 uMenu MecTo y 50 % manueHToB ¢ JNIUTEeTLHOCTHIO 3a00IeBaHwMs OoJiee
8 stet [124].

Ali Kosar v coaBTOPBI MPOBEIIM aHAIU3 TEPEOICHKY PabOT MOCBSIIEHHBIX
M3YUYCHUIO TEMOCTAaTHYECKUX TMapaMeTpoB mnpu Oose3ran bexdera. beum
MpoaHaIM3uPOBaHbl Psii PabOT Ha AaHHYIO TeMy, B Pe3yinbTaTe Fusegawa u
coaBTopsl 1 OZoran u cOaBTOPBI OTMETHJIM B CBOMX HMCCIICIOBAHUSAX CHIDKCHUC
ypoBHs antuTpomOuHa Il y manuenToB ¢ Oone3nsio bexuera [127]. B To Bpems
KaK Psi] aBTOPOB OTMETHJIM MOBBIIIEHNE JaHHOTO TokazaTess npu bb [23,35,67].

[1pu uzyuenu antukapauonunuHoBbiX antuTen (AKJI) Houman u coaBTopsr
NPeICcTaBUIIM Clydail marueHTa ¢ TPoM0030M M00i BeHbl U noBbIeHueM 1gG
AKJI [129]. Zouboulis u coaBropsr uccnenys 1gG u IgM AKJI, u ypoers BA y
25 manueHToB ¢ 6one3Hpi0 bexdera , BeisiBuin noeienue 1gG u IgM AKJT y 47
%. Ho B TO e BpeMs He Oblla HaiifieHa KOPPETSAIUS TOBBIIICHUS JaHHBIX
mokasareseii ¢ Tpomoo3amu, nopaxenuem ceruyatku u [THC [87]. ¥V 20(45%) u3
44 manmeHTOB ¢ OoJNe3Hbi0 bexuera Tak e Oblu moBkIIeHb! yPoBHU 1gG 1 IgM
AKJI o nanueim Al-Dalaan u coasropos [130]. Tokay u coaBTops! uccienys 128
MAIMEeHTOB C JIAHHBIM 3a00JIeBaHUEM, BhISBUIHN noBhIIeHUE IgA, 1gG, IgM AKIJI
avmb y 7 % , YTO 3HAYMTEIBHO HIDKE BBIMICTIPUBEACHHBIX naHHBIX[131]. B
pe3ysibTaTe BCETrO BBIMICTIPENIOKEHHOIO HE ObUTa JOKa3aHa accolMarius
noseiienus AKJI ¢ pasButueM TpomM06030B npu 6one3nu bexuera, HO B TO ke
BpeMs AKJI moryt ObITh mpeacTaBiIeHBI B BHAE CIMOCOOCTBYIOMIKUM (aKTOPOM
pa3BuTHs HaHHOro cumnroma [131].

1.7 CoBpemMeHHbIe MOAX0bI K BIOOPY JIeKAPCTBEHHOTI'0 NPenapara B
3aBUCUMOCTH OT KJIMHUYECKUX NPU3HAKOB 0oJie3nn bexuera.

B nocnenane rosel tedenne 6oe3nu bexdera craio HamHOro s pexkTrBHEES
B M3-3a Mporpecca B MOHUMAHUU MMaTOTeHE3a OCHOBHOTO 3a00JI€BaHUS M HATMYUS
ITUPOKOTO CIIEKTPA JIEYCOHBIX CPECTB. XOTS HECMOTPS Ha HAJTMYKME B HACTOSIIIEE
BPEMs HECKOJIbKUX 3 (hEKTUBHBIX METOIOB JICUCHHUS, HM OJTMH U3 HUX HE TIPUBOIHT
K W3JICUCHHMIO 3a00jeBaHus, Oojiece TOro HEKOTOPbIE M3 HUX TMPUBOAAT K
NPOSIBJICHUIO CEPbE3HBIX TOOOYHBIX JelcTBHA. BBIOOP MeTonma JieueHus
OCHOBBIBACTCS Ha KIMHMYECKOW KaPTHHE, MOOOYHBIX ICHCTBUAX W HAIMYWU
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nporuBonokazanuii. OJHAKO TJIABHOH IEIBIO  JICUCHHUS JOJDKHA  OBITH
npopuaakTUKa HEOOPaTUMOro MOBPEXKJIEHHWE OPraHoB, OCOOCHHO B [PaHHEH,
akTUBHOU (ha3e 3abosieBaHus. TuiaTenbHBIA KOHTPOJIL W HaJJIeXkallee JeUeHue
MOT'YT TOMOYb KOHTPOJMPOBATh W WM3MEHUTHh TeueHHe OoJsiesHu beXuera, Tem
CaMbIM yJIYUYIIUTh TMPOTHO3. YUWTBIBas 4YTO JJis JIUI[ MYXCKOrO Tojia ¢
MaHu(ecTanue 3a0o0jieBaHusl B PaHHEM BO3PacTe XapakTepPHO Oojee TKEIoe
TE€YEHUE, MPOSBISAIOMIUECS TMOPAXEHUEM TJia3, KPYIHBIX COCYIOB, YKEITYyIO4YHO-
KUIIEYHOTO TPakKTa M I[EHTPaJIbHOM-HEPBHOM CHCTEMBI, II€JI€CO00Pa3HO
CBOEBPEMEHHOE Ha3HauEHUE arpeccuBHOro jeuenus [132, 133].

[1pu BEIOOPE TAKTUKH JICYCHUS MAIIMEHTOB ¢ 0051e3HbI0 beXuera HeoOXoaumMo
PYKOBOJICTBOBATHCSI IPUHIUIIAM JI0KA3aT€IbHON MEIUIIMHBI.

Psin  paHIOMHU3UMPOBAaHHBIX HCCIENOBAHUN TMOCBAIICHHBIX HW3YYEHUIO
MectHoro npumenenust ['KC nmoasepxxnaroT uX 3¢p(PeKTUBHOCTh B JIeUEHUHU aT
POTOBOM TOJIOCTH , SI3B TCHUTAIMIA 1 TiePeTHuX yBeuToB [134].

Pe3ynbTaThl MCCIEIOBAHUM O METOJaX JIEYEHHUS C TMOMOIIBID MECTHOTO
MPUMEHEHUSI AHTHCENTUKOB W AaHTHUOAKTEPUATbHBIX  CPEICTB , TakKuX Kak
MPOMBIBAHUE PTa TETPALMKINHOM, 00PabOTKa TPHUKIO3aHOM, XJIOT€KCHIUHOM,
JUCTEPUHOM TOKa3aau 3P(EKTUBHOCTh B PaHIOMU3UPOBAHHBIX HCCIIECIOBAHUSIX
npu JieyeHrue aQT POTOBOM MOJIOCTH 3HAYUTEIHHO CHUXANACh OOJE3HEHHOCTh U
ycKopsioch 3axkuBienne 5138 [134,135,136,137,138]. AHTHOHOTHKH Ie(haTeKCHH
U TIEHUIWUIMH TOKa3ajiu CBOIO 3()PEKTUBHOCTD MPU MECTHOM NMPUMEHEHUU KaK
npu aTO3HBIX CTOMATUTAX , Tak U sA3BaX renutanmii [136,137]. imeroTcs 1aHHbIC
o 6e3omacHOCTH U 3PHEKTUBHOCTH MPUMEHEHUS MECTHOTO MMMYHOMOIYJISITOPA
numekpasimmyca [138,139]. B jomosiHeHHe K BBIMICYIIOMSHYTBHIM TIOXOaM
JCYCHHS TMalWeHTaM ¢ OoJie3HbI0 bexdyera pPekoMeHIyeTcss CcoONroaaTh
€XKEJTHEBHYIO TUTHEHY MOJIOCTH PTa, KOXKU , U MOJIOBBIX opraHoB [133]. Cnenyer
n3berath ynotpeOsiaeHus W MPUMEHEHHUs Pa3apakarolluX BEIIECTB, TaKUX Kak
KHUCJIOTHI, TBEPAYIO KECTKYIO MUIILY, TPSHOCTH WIH COJICHBbIE MPOAYKTHI, CIICIIHH,
OCTPBIC, KHUCJIbIC MPOAYKTHI W aJKOrojib. [[is jedeHus y3JI0BaTOl SPUTEMBI
Xopoio 3apexomeHaoBan cedst 3-5% aneraT amOMHHHS B BHJIE MOBS30K NPH
CBOCBPEMEHHOM Ha3HAYEHWW Ha PaHHUX cTaausaX 3a0oJjieBaHus. Biaxhbie
MOBSI3KM, TAKUE Kak areraT amoMuHus 3-5%. Bes Tepanust qoJ1KHA COUETaThCs C
noctenibHbIM PexkumoMm [134,139]. Tak ke umMmerorcst Psig PaboOT O MECTHOM
NNPUMEHEHUU HIIBC, AHECTETUKOB, HUTPaTa cepedpa, KOJIOHMU
CTUTMYJMPYIOMIETO (pakTopa JJisi CHUKEHUSI OO0NM M YCKOPEHUS SI3B CIM3UCTHIX
[133,140].

IIpu BceX mopaxeHusix Oone3nm bexwera mmpoko wucnomsdyrorcs ['KC.
N3BcetHa uX 3(h(PEKTUBHOCTH KaK B MOHO TaKk W B KOMOWHHPOBAHHOW C
[UTOCTAaTUKAMU TEPAMUU MPHU JICUYCHUHU MOPAKEHUN KOXKHU, CIUZUCTBIX 000JI0UEK ,
ocTPoro yBeuTa npu 6ose3Hu bexuera, a Tak ke npu Hepo-bexuere .

Onnako B HEJABHEM PaHIOMHU3MPOBAHHOM IJIale00-KOHTPOJIUPYEMOM
UCCJIEIOBAHUHU MIPU YYACTUU 86 MAIMEHTOB C MOPAXKEHUSIMU CIM3UCTHIX 000I04YEK
, 0e3 mopakeHu# ria3 W BHYTPEHHUX opraHoB, Hu3kue 1036l ['KC mnoxazamnu
JOCTOBHEPHBIH MOJI0KUTEIbHBIN 3D PEKT JUILb TPU JICYSHUH Y3JI0BATOM 3PUTEMBI
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B YacTHOCTHU y Jui keHckoro mona[l41l]. W3 »storo  cuexyet
OTMETUThbHEIEIEC000Pa3HOCTh Ha3HaueHus BhICOKUX 1103 ['KC Ha mnurenbHOE
BpeMsi pu 6ose3Hu bexuera.

N3BecTHBIN 3a CBOE AEUCTBUS MOHABIIEHUS XEMOTAKCHUYECKOM AKTUBHOCTHU
HeltpodunoB Konxunux 3apekoMen1oBall ce0s kak 3 PeKkTUBHBIN TPenapaT npu
JICYCHUH KOKHO-CIIM3UCTHIX U CyCTaBHBIX OPaXkeHui npu 6one3nu bexyera.

Yurdakul et al. B paHIOMH3HPOBAHHOM ILIaI€00-KOHTPOIHUPYEMOM
UCCJIEIOBAaHUU OTMETWIN 3(G(EKTUBHOCTh KOJXHUIIMHA B OTHOIICHUU SI3B
TeHUTAINN, Y3JI0BATOW 3PUTEMBI U apPTPUTa CPEAM >KEHIIWH, U CHWKEHUE PUCKa
pa3BUTHSI aPTPUTOB Y MYy>k4uH [142].

Davatchi et al. [143], uccaeays 169 manmentoB ¢ Goisie3nbio bexdera |,
orTMeTHSIM 3(PPEKTUBHOCTh KOJXUIIMHA B JiedeHHEee a(TO3HOTO CTOMATHUTA, SI3B
TEHUTANUM , Y3JI0BaTOM S3PUTEMbI U NAIMYJI0-IIYCTYIE3HbIX BBICHIMAHUAX KaK CPeIu
JIMI] JKCHCKOT0, TaK M MyXckoro moja [144]. Ho mpu Ha3HAYCHWH JTaHHOTO
npemnapara HeOOXOIUMO YUUTHIBATH MHOXKECTBO MOOOYHBIX 3(hPEKTOB.

XopomuX Pe3yiabTaToB JOOWIUCH HMCCIEABATEIN MPUMEHSS] KOMOWHAIIMIO
KOJIXUIIMHA W OCH3aTUHICHUIIW/UIMHA TPH KOXKHO-CIU3UCTBIX MOPaKEHUIX
oonesnn bexuera [145]. CXoxkue pPe3yabTaThl TMONYYCHBI TPU HW3YyYCHUH
s¢dexkruBHOCTH [lancona [146].

Tak xe nns nedenust apTo3HOro croMarurta npu 6osxe3nu bexuera Xopoio
ceOs 3apekoMen10Ba ractponporekTop Pebamumnmy [147].

B pesynbTaTe ABOMHOTO CIAEMOTO0 M1a1e00-KOHTPOIHPYEMOTr0 UCCIIEI0BaAHUS
a3aTHOINPUHA, MPenapara MOJABISIONIErO KaK KJIETOYHBIM, TaK U T'yMOPalbHbIN
UMMYHUTET, Ha 73 maruenTaX nokasai 3G QeKTUBHOCTh TaHHOTO IIUTOCTATHKA TIPH
a)TO3HOM CTOMATHUTE U A3BaX TCHUTAINN , 0€3 TTOPaKeHHUs 171a3 U cycTaBoB. [Ipu
TOM JaHHBIM npenapar 3pdexkTrBeH a8 NPOPUIAKTUKU apPTPUTOB Yy JIMI
Myskckoro nosal148].

[lo naHHBIM  PaHAOMHU3UPOBAHHOTO  HUCCIenOBaHUS  A(DPEKTUBHOCTU
nukiodocdamuaa , mokazaHa ero MoJ0KUTEIbHbIN 3()PEKT B KOMOMHUPOBAHHOM
nedyenue ¢ ['KC B ieueHnn nopaxeHui rias, B YaCTHOCTU 33 JHUX U TTaHYBEUTOB,
Helipo-bexuere u aneBpusmax aprepuil npu Oone3nu bexuyera. Ho yuutbiBas
MHOXECTBO  JKM3HE-YTPOoXKaromuX TM0004YHBIX 3¢h(dEeKTOB BBIOOP JTaHHOTO
npenapara I0JDKEH OBITh JIMIG B cirydae HedddexkTuBHOCTH Ooiee Oe30IacHbIX
npemnaparos[149].

NmvmyHocynpeccop — obnmamaromuii  w30MPaTeNbHOM — MHTHOUPYFOIICH
crocoOHOCTHIO Ha T-TUMOOITUTH MUKIOCTIOPHH A TTOKa3as cBOO 3(PEKTUBHOCTH
B PaHIOMHU3UPOBAHHBIX KCCIEIOBAHUSAX B OTHOIICHUU JICYEHUSI YBEUTOB H
MOPaKEHUN CITU3UCTHIX 000I04eK. [laHHBIN mPemapaT yMEHbIIAeT PUCK Pa3BUTHS
oclokHeHu# npu nopakennu a3 [150]. Tak ke 3To mpenapar 3pdekTuBeH B
OTHOIIICHUH JICYCHHMSI TOTEPHU CiryXa npu 6oJie3nn bexdera [151]. Huxiocnopun A
s dexTrBeH npu ahTO3ZHOM CTOMATUTE, A3BaX TE€HUTAINM, KOKHBIX TOPAKEHUSIX,
apTpuTaxX W HEBPOJIOTMYECKMX TMOPaxeHusX npu Oosiesnn bexuera [152].
CooOmiaercss 0  HENPUMEHMMOCTH  UUKIOCIOPMHA A TPU  HAIUYUHU
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HEBPOJIOTHYECKOW CHUMNTOMATHKHA WM HAJIUYMEM TOJOOHBIX CHMIITOMOB B
aHamuese [153, 154].

Psin paHIOMU3HPOBAHHBIX KOHTPOJIHUPYEMBIX UCCIICIOBAHUA PEKOMEHIYIOT
npuMeHeHue o-uHTePdePoHa B JieueHne aT POTOBOW MOJOCTH, 3B T€HUTAJIHH,
namyno-mycTyne3nbiX Beicbimanuid [155], Tugal-Tutkun et al. Pekomenayrot ero
npuMeHeHue npu yBeutax [156].

Heckonbko OTKPBITBIX HCCIAEAOBaHUS METOTPEKcaTa COOOIANM WHIYKIIHUIO
TSOKEIBIX TMOPAKEHMM KOXHM U CIUM3UCTBIX oOomouek [157], a Takxke
HeBPostoruueckuX [158,159] u rmasueiX mopaxenwmii [160]. BesycimoBHO mpu
MPUMEHEHUHN YUYUTHIBAIOTCS MOO0YHBIE AP (HEKTHI U TPOTUBOIIOKA3AHUS.

Muxkodenonata modetnn 3¢p(HeKTUBEH B OTHOIICHUH MaKyJISIPHOTO OTeKa, U
JIOCTOBEPHO CHHXAET YacTOTy PEIUIMBOB YBEHTAa Yy MAIMEHTOB C OOJIE3HBIO
bexuera, HEe oTBewaromuX Ha TPAIUITMOHHOE JICUCHUE WMMYHOCTIPECAHTAMMU
[161], oaHako TIPOBEJACHHOE OTKPBITOC  HWCCICIOBAHHE  COOOMMIAET O
Hed(PEKTUBHOCTH 3TOTO MPenapart MPH KOXHO-CIU3UCTBIX MoPakeHusAX[162].

B mocnenaue roapl B jedeHUM 0oje3HM beXuera mpucTalbHOE BHUMAHHE
uccienoBareneii yaeneno tapreraoi tepamuu. Melikoglu et al. Bmepsbie nposen
PaHIOMU3HPOBAHHOE KOHTPOJIUPYEMOEe HCCieIoBaHKME mperaparta |-mokoneHus
uaruouropoB ®HO staneprenTa B 103e 25 Mr 2 P B HEJEIO B TEUCHHE Mecsla ,
MOJIyYeHHBIE Pe3yJbTaThl TOKazalid 3(PGEeKTUBHOCTh ITAHHOTO IMpenapara B
OTHOIIEHUH 513B POTOBOM MOJIOCTH M TMAITYJIO-ITyCTYJI€3HbIX BbIchiTanuii [163]. T1o
nanaeiM P. P. Sfikakis et al. npu BbICOKOH aKTHBHOCTH M TSDKEIIOH CTEICHH
TsDKeCTH OoJie3Hn bexdera pekoMeHj0BaHO MPUMEHEeHHE HH(PIMKCUMada , TaK jKe
ATOT TPemnapar mokaszan npu HedDPEKTUBHOCTH a3aTHOTIPHHA U MUKJIOCIIOPUHA B
JEYCHUHM 3aJHUX YBEUTOB U TIAHYBEUTOB, CBOCBPEMEHHOE HAa3HAUYCHHE
uHpIMKCcUMa0a mpeIoTBPamaeT moTePro 3penus [164].

Davatchi et al. mnpoBemu pPaHIOMU3MPOBAHHOE  JIBOMHOE-CIIECIIOC
uccienoBanue tapretHoro npemnapara ll-moxonenuss Putykcumaba, XuMepHOro
MOHOKJIOHAJILHOTO aHTHUTENIO TPOTUB Mapkepa auddepeniuanun B-kierok-CD
20, B paBHEHMH C ITUTOTOKCHYECKOW KOMOWHAIMeh(mysIbe  Teparus
ukiIopochaMuIoM, a3aTHONPHUH, MPETHU30JO0H), B Pe3yJbTaTe PUTyKcHUMad
nmokazasl CBOIO J(P(GEKTUBHOCTh B JICYCHUHM TSDKEIBIX TMOPAXEHUN T1ja3, H
CIOCOOCTBOBAJ YMEHBIIICHUIO aKTUBHOCTU 00Jie3HU bexdera y ncciaeayeMbIX JuIl
. Tak xe coobraercs 00 3¢ dextuBHOCTH HHrHOUTOPOB NJI-1 AHakuupa [165] u
NJI-6 Tommmmzymab B nedeHnH PedpPakTePHBIX MOPAKCHHH r1a3 y MaIeHTOB C
0one3nnio bexuera [166,167].

Psng wuccmenoBanuit  cooOmamT 00 3PGEKTUBHOCTH  ayTOJOTHYHON
TPAHCILIAaHTAIIMHA TE€MOITO3THYECKUX CTBOJIOBBIX KJIETOK MPHU BEJACHUU TSHKEIBIX /
pedpakTePHBIX TAIMEHTOB ¢ KumiedHbiM [168], nerouneim [169], wu
HeBposiornueckumu [168] mopaxeHusiMmu. M3BECTHO O XopowmwmX pe3ylibTaTax
NMPUMEHEHUST TIEHTOKCU(DWIIMHA TIPH KOXKHO-CIIM3UCTBIX TOPKEHUSX TIPH
6one3nu bexuyera. OnHako nocie npexkpaiieHus Je4eHus PeUIUBbl BOSHUKIU Y
BceX wuccienyeMbiX OonbHBIX [169,170]. CornacHo nmanueiM M. Can u H.
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Direskeneli, Cynbdacanasun (2-4 r/aeHp) 3¢GeKTUBEH NPU JICUSHUH TOPAKSHHIA
eIy I0YHO-KUIIIeyHOro Tpakra [161].

Coobmiaercsi, 4To MPU TCEBIOAHEBPU3MAX , MPHU YCIOBUU KOPPEKIUU
AKTUBHOCTH 3a00JIeBaHUsI KOHTPOJUMPYEMON HMMMYHOCYNPECCUBHOW Tepanuen
[171,172], npuMeHHMO 3HAOBACKYJISPHOE JjeueHue . Tak ke XHPypPruueckoe
JEYeHHE MOXKET OBbITh NPUMEHEHO TMPHU PEUUIUBUPYIONIUX UM MACCUBHBIX
KpoBoXapkaubsiX [173]. TIpu TskKeIoM TEUCHHUU C CEPHbE3HBIMH OCIOKHCHUSIMH
O0one3nn bexuera, Takue Kak >KeIyJOYHO-KUIICUHBIH KUIlledHas mnepdopanus,
oOpa3oBaHME KHUIICYHBIX CBHUIIEH, TPOMOO3bI, HEMPOXOAUMOCTh COCY/IOB
KPymHOTO KanuOpa, cepaedHast HeJJOCTaTOYHOCTh U OCTIOKHEHHUSI TTOPaKSHUS TIIa3,
B BUJIE TJIAyKOMBI, TOMYTHEHHUS CTEKJIOBUHOE TEJI0 XHUPYPTUS TAKKE MOXKET OBITH
¢IMHCTBEHHBIM BO3MOXHBIM cpenctBoMm [174, 175].

B Kazaxcrane B 2004 r. )Kanrapameoii ['.K. Obu10 mpoBeieHO UCCIEA0BaHKE
Oone3Hu bexdeTra, HO NaHHBIE HUCCIAEAOBAHUS B JOCTYIMHOM JUTEpaType He
HAaWJICHBI.

Ha cerognsimuii neHb, vcciieIoBaHui Mo PacnpocTPaHEeHHOCTH 3a00JIeBaHus
bexdyera ¢ wuccinemoBaHMEM €ro KIMHUYECKOTO TEUYEHUSA U TE€HETUYECKUX
ocoOeHHocTel B Kazaxcrane B 1OCTYITHOM JTuTepaTypPe HaMu HalIeHO HEe OBLIO.

B Acrane ¢ 2016 r coBmectHO ¢ odranbmornoramu punmuana KasHUU u
y4eHbIMU SAnoHuM BO T1aBe ¢ J{MPEKTOPOM MEeXAyHaPOIHOTO O0IIecTBa OOJIE3HH
bexuera , moktopom PhD Illureakn OHO M COBETHUKOM MEeXITyHAPOIHOTO
obmectBa Oonesnn bexuera mpodeccopom ynuBepcurera Xokango HoOyemm
Kuranmun, mox PykoBoACcTBOM joreHTa Kadenpsr «BHyTpeHHUX OoJe3Hen
uatepHatypPe» Kapunoit K.K. mamm Obpu10 HawaTo wWccieqoBaHue OOJE3HH
bexuera.

HecMoTpss Ha TO 4TO B MUPE MPOBOJWIOCH MHOXECTBO MCCIIEIOBAHUN IO
naHHOMY 3a0oseBaHHI0, O0oyie3Hb beXdera siBisieTCsl OJTHOM U3 CePhE3HEHIINX
HO30JIOTMA B MEIWIMHE, MNPUBOAAIIEH K [PaHHEWM WHBAIMJAW3AMUA B
TPYy10CIOCOOHOM BO3PacTe.

YuuteiBass pPeakocTh Oosie3Hu bexdera, Hamuyue pPsga  CIO0XKHOCTEH B
JUAarHOCTUKE,  BBICOKYIO  JICTAJIbHOCTh,  WHBAJIUJM3AIMIO,  OTCYTCTBHE
MCCJIEIOBATENHCKUX PaboT B JOCTYMHOM JUTEepaType MO H3YUYEHHUIO KIMHHUKO-
reHeTu4eckuX ocooeHHocrei 6one3nu bexuera B Kazaxcrane, usyueHnve KIMHUKO-
TCHETUYECKUX OCOOCHHOCTEH MaHHOTO 3a00JIeBaHUS TMPEACTaBISIET OOBIION
MHTEPEC.
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2. MATEPUAJIBI U METObI UCCJIEJJOBAHUSA

2.1 O0BLeKTHI HCCJICI0OBAHNA

Hamu Obl10 mPOBEIEHO OJHOMOMEHTHOE IONEPEYHOE HCCIEAOBAHHE B
nepuoa ¢ mapra 2018 roga mo nekabpr 2018 roma Ha Gaze «HarmoHaabHOTO
HCCIICIOBATEIILCKOTO HMHCTUTYTa TPaBMarosiormu W oproneaum» (HUUTO),
orneneHusi aprposornn; «Ka3aXcTaHCKOTO HAay4yHO- HCCIIENOBATEIHCKOTO
WHCTUTYTa ria3HbiX OonesHei» (Ka3.Huwn); Ounmana akmuonepHoro oOiecTsa
«Kene3HoJOPOKHBIX TrocnuTalied MeIuIUHbl U KatacTpodw» «llentpanbHon
TOPOKHOU OOJIBHHIIB», OTAEICHUS TePamnuu. VccinenoBanue He MPOTUBOPEUNIIO
MPUHITUIIAM XeIbCUHCKOHN AeKIapayuy U ObLJI0 0JI00PEHO JOKAIbHBIM ATHYECKUM
komuTeToM AO «MenuuuHckoro yuuBepcutera Actanay (npunoxeHue B).

OcCHOBHYIO  TPymmy  HMCCICIOBAaHUS  COCTaBWJIM  TAIMEHTHI  C
BepuQUIMPOBAaHHBIM JHArHO30M OoJie3HU bexuera, B konuyecTBe 21 yesoBek.
['pynmy cpaBHeHUs cocTaBuUiau 10 YeIOBEK ¢ €IMHWYHBIM CHMIITOMOM B BHJIC
y3J10BaTON SPUTEMBI.

Kpurepuem BkItOueHUs SBWICS BePUPHUIIMPOBAHHBIA JAMArHO3 OOJIE3HU
bexuera, KOTOPBI ycTaHaBIMBAjJCSI Ha OCHOBaHMM Kputepues International
Criteria for Behchet's Disease ICBD 1990 roma, koTopbie BKIIOYAIOT B CeOS:
penuauBHPYIOMUNA adTO3HBI CTOMATUT B COYETAHUHM C JIOOBIMU JBYMS W3
4eThIpeX TPHU3HAKOB, TAaKMUMU KakK PEIUANBUPYIOMIMMH S3BaMU TEHUTAJHMH,
MOPaKEHUEM TJ1a3, TMOPaKEHUEM KOXXH, ITOJOKHUTEIHHBIM TECTOM IaTePTHH
[88,134]. Tak ke nmnas MOCTAaHOBKM JAMarHo3a ObuIM ucmosb3oBanbl ICBD
Kputepuun, npemioxkeHHbie 2014 rogy, B COOTBETCTBUU C KOTOPBIM KaXJI0OMy
KIIMHAYECKOMY TPOSBICHUIO TPHCBAWBACTCS OMPEICICHHBIA Oalll: MOPakKeHHE
a3 - 2 Oamna, s3Bbl TeHUTANMM - 2 Oamita, apTo3HbI cTOMaTUT - 2 Oasia,
nopaxxenue Koxu - 1 6amn, nopaxenue LIHC - 1 6amn, nopaxkenue cocynos - 1
Oas1, TOJIOKUTENIBHBIA TecT marepruu - | Oamn. JluarHos Oosne3Hm bexdera
BBICTABJISICTCS TPU CyMMapPHOM KosndyecTBe 0autoB 6osee 4-X [90]. AkTBUHOCTH
oone3nn bexuera onenuBamack mo umuackcy BDCAF (Behget Disease Current
Activity Form), npeanoxxennsiii MexaynapoausiM CooOriiectBoM 1o bosesnu
bexuera (International Society for Behget Disease (ISBD)) [1,174]. Crenenb
TshKecTH OoJie3HH bexdera orenuBanack coriacHo kiaaccudukaruu Ch.Zouboulis
etal. [87].

Kputepuem uckimrodenus Ob11 Bo3pact mosioxke 18 et (n=1).

2.2. MeToabl uCCIeI0BAHIE

Bce mamueHThl OBUTH OCMOTPEHBI COBMECTHO C JIOIEHTOM Kadeapsl
BHYTPEHHHX OoJie3Hell wHTePHATyPnl, PeBMaronorom Kapunoit K.K., Obur
nPoBeJIeH cOOp kajno0, aHAMHECTUYECKUX JaHHBIX 3a00JIeBaHUS; 00BCKTUBHBIN
OCMOTp, BKJIIOYABIIMH B CeOS OIICHKY COCTOSHUS OIOPHO-IABUTATCIIBHOTO
arrapara.

Hapsny ¢ stuM, BceM mamueHTaM OBLIA TPOBEIACHBI OOIICKIMHUYECKUC
71a00PaTOPHBIE METObI TMATHOCTHUKH, BKIIFOYABIIHE CEOS:

e 00mumit ananu3 kposu (OAK);
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e 00mumit ananu3z mouu (OAM);

e Ornoxumuyeckue ananusbl kKPpoBu (BAK) ¢ onpenenenueM ypoBHS:

-0011ero Oenka,

-aIbOyMHHA,

-TJ100yJIMHOB,

-TJIFOKO3HI,

-anmannHaMuHOTPaHchepassl (AJIT),

-acnapratamuaoTpancdepassl (ACT),

-KpeaTUuHUHA

-MOYEBUHBI,

-MOYEBON KHUCIIOTHI,

-X0JIeCTEPUHA,

-rpuraunepuaos (TI),

-JIUIONPOTEN 0B HU3KO# mmotHocTH (JITTHIT),

-JIUIONPOTEN 0B BhICOKO#H motHocTH (JITIBIT),

-C-peaxtuBHoro 6enka (CPbB);

e llccnenoBanre MIa3MEHHOTO TeMOCTa3a C ONPEIEICHUEM:

-aKTHBHPOBAHHOT'O YaCTHYHOTO TPoMOoruiactTuHoBoro BpemeHu (AUTB),

-nporpom6buHa (I1T),

-TpomOuHOBOTO Bpemenu (TB),

-nporpomobuHoBoro uuaekca (I1TH),

-MEXIyHaPOIHOr0 HoPManu3oBanHoro oTHotieHuss (MHO),

-pubpuHOreHa,

-BoryaHoyHoro antukoaryisata (BA): LAL, LA2 u cootHomenus LAL/
LAZ2.

Hopmanbnoe conepxanume QuOpPUHOreHa COOTBETCTBOBaio 2-4  1/1,
HopmanbHbie 3HaueHus AUTB - B mpegenmax 30-42 cexyna, mns [IB nHopma
coctraBmia oT 11 1o 14 cek, a giua [1THU 80-110%.

Ha ocnoBe mnporomOuHOBOro BpemeHu BbicuuThiBaioch MHO, mnyrem
MaTEeMaTU4YECKOT0 CPaBHEHUS IPOTOMOMHOBOTO BPEMEHH TIa3Mbl aruenTa u [1B
KOHTPOJIbHOM HOPMAJIbHOM IIa3Mbl, C YYE€TOM MEXJIYHAPOAHOIO WHIEKCA
YyBCTBUTEJILHOCTH TPOMOOIIACTUHA K AeduuUTy (PaKTOPOB MPOTOMOUHOBOTO
KoMILUIeKca. Pacuer nmpoBoauics mo ¢popmyiie

MHO= (I1B6ossroro : ITBxontporsois HOPMAIBLHOM IIa3MbI

Kpurepuem nopmansroro nokasarens MHO ssisiiocs 1-1,3.

HopmansHoe 3anuenue BA (LALl) coorBerctBoBaiio 26,7-35.5 cek., BA
(LA2) 26,5-35,8 cek.

[Mpu stom paccuutanHoe cootHomeHue LAL/ LA2 wumeno ciemyromiue
rpaganuu:

0,8-1,2 oTpuniarenbHbIN;

1,2-1,5 c1abOMOJIOKUATENBHEIN;

1,5-2,0 momoXuTeIbHEIN;

2,0 u BbIIIE PE3KO MOJOKUTEIBbHBIN PE3YIbTAT.

)MI/ILI
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Hapsimy ¢ »Tum, BceM WHCClenyeMbIM MaIllMEHTOM OBUIO TIPOBEICHO
MMMYHOJIOTHYECKHUE HCCIICIOBAHUS C OMPEICICHIUEM aHTHUTEN K KaPIUONTHITHHY
(AKA) Ig G u Ig M, pedepentHoe 3HaAUYCHHE KOTOPBIX COOTBETCTBOBAIO MEHEE
9,99 GPL-U/ml. Taxxe ObLIO MPOBEACHO ONPEC/ICHUE YPOBHS PEBMATOUIHOIO
dakTopa (P®) meromom Jlarekc Tecta, HOPMalIbHOE COAECP)KAHUE KOTOPOTO
paBHsock 0-30 Me/mu.

B nmanpHelimeM ObUTIO TIPOBENEHO TEHETHMYECKOE HCClieoOBaHue: 3a00p
TreHEeTHYECKOro MaTepurasa B BUJI€ Ma3Ka 13 POTOBOM MOJIOCTH C TOMOIIIbIO Habopa
Oragene DNA 300, reHerwdeckuii aHajiu3 IMPOBOJWJICA METOIAOM aJlIeiib-
crenupUISCKON MoJIMMePa3HOM emHOoM Peakuu ¢ onenkoi renoB MHC | kimacca.

[TaiueHTaM OCHOBHOW TrPymmbl OBLT TPOBENEH OQPTATBMOIOTUYECKHIMA
ocMoTpP. OdTaaTbMOIIOrHYeCKuil OCMOTP MPOBOIUIICS MO PYKOBOJCTBOM K.M.H.
BbynrakoBoii A.A., KOTOPBI BKIIIOYaI B ce0s O(PTaIbMOCKOINIO, BU30OMETPHIO,
OMOMHKPOCKOIIMIO,  YJIbTPAa3BYKOBOE  HCCIIEIOBAaHWE TJa3, IEPUMETPHIO,
TOHOMETPHUIO TJa3, aBTopedkeparomeTpuro. /[l oIeHKH MepPeaHero cerMeHTa
rjla3a TPOBOAWIACH OMOMHUKPOCKOIHS TIEPeIHEro OTPe3ka Trj1a3, KoTopas
OIICHMBAJIA COCTOSTHUE KOHBIOHKTHBBI, POTOBHUIIBI, PaTyKHOW 00010ukH r1a3. Jlis
OIICHKW TMOPaXCHMS 3aJHETO CErMEHTa TIJia3a IMPOBOJMIUCH OMOMHUKPOCKOIHS
3aJIHETO CerMeHTa  TJia3a, yIIBTPa3BYKOBOE UCCJIEIOBaHKE rias,
aBTOPePPaKTOMETPHS MO MOKA3AHUSIM.

2.2.1. CTaTucTHYEeCKHE MeTO/bl 00PA00TKH JaHHBIX MCCJIeI0BAHMS

Cratuctrueckast 00padoTKa JaHHBIX MTPOBOINIIACH COTIIACHO OOIIETPUHSITHIM
Ha OCHOBaHMHM cTaTHCTHYecKoro makera |IBM Statystics 21 Bepcusi.

B nannoit nporpamme Oblia co3naHa 0a3a gaHHBIX. JlaHHBIE HCCleIOBaHUs
BKJIIOUYAJIM B c€0sl KaK KOJUYECTBEHHBIC, TAK U KAUECTBEHHbIC MPU3HaKu. BBuay
4ero, JUisl MPOBEACHUSI PacyeTa KaueCTBEHHBIX MPU3HAKOB, JJAHHBIC TTEPEMEHHbBIC
koaupoBaauck 1 u 0, B KoToPsIX O SBISIOCH OTCYTCTBUEM IMPU3HAKA.

HopmansHOCTh pacripefenieHusi KOJUYECTBEHHBIX TPU3HAKOB, TAaKUX Kak:
BO3pACT, TMOJ, JUIMTEIBHOCTh 3a00JieBaHMs, KOJMYECTBO TE€MOMIOOHHA,
SPUTPOLIMTOB, JICHKOIIUTOB, TpomoOommToB, Tioko3el, [ITB, MHO, AUTB,
¢ubpunoren, I[ITU ,BA, MMMyHOJOTHMYECKHE TOKa3aTeld OMPEACIIINCh C
MIOMOIIIBIO ONMHCATEIIbHON CTATUCTUKUKH, MYyTEM CPABHEHUS 3HAUEHUN CPEOHUX
apu(PpMETHISCKUX C MEIMAHOW, YPOBHEM aCCUMETPHUH M JKcIlecca; rpaduaeckum
METO/IOM, C TTOMOIIIbIO MOCTPOCHUS TUCTOTPAMM U KBAaHTWJIBHBIX Auarpamm (Q-Q
plots), a Taxke npu BeraucieHnu kpurepust Shapiro-Wilk, mpegHaznadeHHOTO 1S
HEOONBITNX BHIOOPOK 00beMoM 10 5000 HaOMOMEeHUT.

[Ipu omnucaHuM KaueCTBEHHBIX JIAHHBIX, JJIS pacyeTa JIOBEPUTEIBHOIO
WHTEpBaJIa I 4acTOT Ucnojb3oBanack porpamma Confidence Intervals Analysis.
CpaBHeHue J0Jied W 4YacTOT MPOBOJAUIOCH C MCIOJIB30BAHUEM KPUTEpHUsT XU
kBasipar [lupcona, corsacHO 4eThIPEXIOIbHBIM TabIUIAM, C PACYETOM OTHOIIEHUS
IIIAHCOB.
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Jlns onpeneneHusi KOPPEISIIUOHHONW B3aUMOCBSI3U MEXKIY NEPEMEHHBIMH,
BBUJIy OTCYTCTBUS YCIIOBUW IS TpPUMEHEHUsS Kod(PPUIIMEHTa KOPPEISIIU
[lupcoHa, a MMEHHO OTCYTCTBHE TOMOCKEIACTUYHOCTH, BBISIBICHHOIO MyTEM
MOCTPOEHUSI CKaTepOTpaMMbl, a TAKXKE HAJIMYHE MEPEMEHHBIX HE MOJJICHKAITUX
HOPMaJIbLHOMY pacrpeieieHuIo, OBLIO OTJIaHO peAnoYTEeHNE
HenmapameTpuueckum  kodpdunuentam  koppensiuu  Crnmpmena.  Cuiia
KOPPEJISAIIMOHHHON B3aMOCBSI3H OLEHUBAJIACh COIMIACHO TIpajnauuu Yenmgoka, rie
0,1-0,3 coorBercTBOBaNO cnaboit, 0,3-0,5 ymepennoi, 0,5-0,7 3amernoi, 0,7-0,9
BbIcOKOH 1 0,9-1,0 BecbMa BBICOKOW KOPPEJISIITUOHHON CHIIE.
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3. PE3YJIBTATBI UCCJIEJOBAHUSA

3.1. KnuHUKO-aHAMHeCTHYeCKHe XapPaAKTePUCTHKH BbIOOPKH.

HccnenoBanHble HAMHM AMEHThl OCHOBHOM TPyIINbI ObLIM B Bo3pacTe ot 19
1o 66 net, Me Bo3pacrta paBHs1ach 36 rojiamM ¢ MHTEPKBAPTUIILHBIM Pa3MaxoM 28-
50,5, 4TO COOTBETCTBOBAJIO MOJIOJIOMY M CPEIHEMY BO3PACTy COIJIACHO IPajialuu
BO3 [175].

B rpymnmne cpaBuenus Me Bo3pacTa rcclieJoBaHHBIX JIUI] COOTBETCTBOBajA 28
rojaam ¢ 24-54 UHTEPKBAPTWIHLHBIM Pa3MaxoM, C MUHMMAJIbHBIM 3HaU€HUEM 18 et
U MaKCUMaJIbHbIM 3HadueHueM 58 ier. CpPaBHUTENbHBIA aHalu3 OCHOBHOW H
KOHTPOJBHOM TPYIIIBI O BO3PACTy HE UMEN CTATUCTUYECKH 3HAYMMBIX Pa3IMunid,

U=92,5, Z= 0,14, p=0,361 (pucynox 1).
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BO3IpacT, neT

30,00

20,00

10,00

I T
OcHoeHan apynna KoumponsHas zpynna

Pucynok 1- CpaBHUTENnBHBIN aHan3 00sie3Hn bexdeTa cormacHo BO3PacTy.

N3yuas renpepHoe pacripesereHue ObUIO BBISABICHO, YTO JOJS MYXXYUH U
KEHIMH B HCCIICIOBAaHHOW BBHIOOPKE HE HMeENIa CTaTUCTUYECKH 3HAYUMBIX
pazauauii u cocraBwita 47,6% mui myskckoro moia ¢ 95% U1 28,3-67,6% u 52,4%
¢ 95%/11-32,4-71,7% nui )KEHCKOro I1oJ1a.

B To BpeMs kak B KOHTPOJBHOHM rpymme J0Jis MyX4HuH coctaBuia 54,5 %,
JoJisl KeHIUH cocTtaBuia 45,5 %. CpaBHUTENbHBIM aHalW3 KaueCTBEHHBIX
MEPEMEHHBIX O TeHICPHOMY PacnpepesieHUI0 CPeau JIMI] OCHOBHOUW TPyNIbl U

38



rpymnimsl CPAaBHCHHUS TAKXE HE IIOKa3aJl CTAaTUCTHYCCKHU 3HAYMMBIX paBHH‘{I/Iﬁ,

v?=0,139, df=1, p=0,710 (pucyHox 2).

52,4%

My:xckoit 1o Kenckuit noin

B OcHoBHas rpynmna M [pynmna cpaBHEHUs

Pucynok 2- ['eniepHoe pacnpezaenenue 6ose3Hu bexuera.

N3ydennss OSTHUYECKOW  MPUHAIICKHOCTH  TOKazano, dro 85,7%
MCCIICTOBAHHBIX TAIMEHTOB OBLIM Ka3aXCKOW ATHUYECKOW MPHHAIJIC)KHOCTH C
95% JI- 65,4-95%. 9,5% wmcciaenoBaHHBIX ULl OBUIM CIIABSIHCKOM ATHHYECCKOM
npuHaIeKHOCTH ¢ 95% JIU 2,7-28,9%. 1 nanuenT- KopelicKoi HalMOHAIBHOCTH,
gTo cocraBwio 4,7% (95%/11-0,8-22,7%). DTHHYeckoe pacmpeacicHue B
HCCIIeTyeMOU TPYyIIe COOTBETCTBYET TAKOBOW B T€HEPATILHOW COBOKYITHOCTH, TaK
KaK COTJIacHO JaHHBIM HammonanpHOW mepernmcu HaceneHus PecmyOmuku
Kazaxcran Ha 2018 roa B ropojsie ActaHe J0s Ul Ka3aXCKOW HallMOHAJIbHOCTH
cocramna 77,47%, B TO BpPeMs Kak JMIAa CIABIHCKOW ATHUYECKOMH
MPUHAIIEKHOCTH cocTaBuiia 9,8 %.

B rpynmne koHTPOJIS STHUYECKOE PacipeiesieHne COOTBETCTBOBAIO TAKOBOMY
B OCHOBHOW TPYyIINE: J0JIsS JIMI] Ka3aXCKoW HaluoHalbHOCTH cocTtaBuiu 80 %,
pycckoit HammoHanmbHOocTH 10 %, kopeiickoi HamuoHamsHOocTH 10 %.
CpaBHUTEIBHBIA aHAM3 YacTOT TAKXKE HE BBIABUJ CTATUCTUYECKH 3HAYMMBIX
paszmuunii, y-=0,231, df=2, p=0,891 (pucysnox 3).

39



4 79
Kasaxckasn Pycckaa HauMoHaNbHOCTb Kopeickasn
HaLMOHANbHOCTb HaLMOHaNbHOCTb

B OcHoBHas rpynna M KoHTpoAbHas rpynna

Pucynok 3- CpaBHUTEIBHBIN aHAIIN3 110 ’THUYECKOMN MPUHAIICKHOCTH
CPpeau ManueHTOB OCHOBHOW U KOHTPOJIBHOU TPYIIIIHI.

B cBs3u ¢ yeM npencTaBiieHHbBIE TPYNIBI HE Pa3HOPOJAHBI M COMTOCTABUMBI 110
BO3PACTY, MOy U 3THUYECKOMY PaCTIPENEIICHUIO.

B ocHoBHOI rpynme MMeNn MECTO CEeMEWHBIM ciyudaid Pa3BUTHS 00JIe3HU
bexuera, a UMEHHO y ABYX POIHBIX cecTep Pa3BUIIOCH AaHHOE 3a0osieBaHue. Tak
KE B JIBYX CiIy4dasX HMMeEIO MecCTo coderaHue Oone3nu bexyera ¢
AHKUJIO3UPYIOMIMM CHOHIUIIOAPTPUTOM M O0Je3Hbto Takascy, B o0ouX ciyuas
MAaIMEHThI ObUTH MY»CKOTO TOJIA.

3.2. I3yuenne ocobeHHocTeill 1e010Ta 00s1e3nu bexuera

bonesnp bexuera y uccienoBaHHBIX HAaMU NAIMEHTOB MaHU(eECTHPOBAJIO B
pa3nMyHOM BO3PacTe, CaMblil MOJIOION Bo3PacT AebroTa uMes MecTo B 16 jet, B TO
BPeMs KaK MaKCHMAaJIbHBIH ObUT 3aperucTPupoBaH B 5-i1 Aekane ku3Hu, Me=28
rogaM mpu 3ToM y 50% mMmanueHToB TEPBUYHBIC KIMHUYECKHUE TPOSBICHUS
3200J1€BaHUSI COOTBETCTBOBAIM OOINE NPHBEAEHHBIM JaHHBIM BO 2-3 JeKaje
xu3un, Q1=20 net, Q3=38 ner.

JletanpHoe nzyuenue Mmanudecraiuu 6osie3Hu bexuera BhISBUIIO Pa3IMUHbIC
MEePBUYHBIC KIWHAYECKUE TPU3HAKK CPEAM HWCCIASAOBAHHBIX JIMI, KOTOPKIC
NPe/ICTaBICHbl HA PUCYHKE 4.
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PucyHnok 4- CpaBHUTEIbHBIN aHAIN3 KIMHUYECKUX CHMIITOMOB B JICOIOTE
ooiie3Hu bexuera.

[IpoBeneHHBIN CPABHUTENBHBINA aHAIN3 JAHHBIX OKa3aTEIeH B 3aBUCUMOCTHU
OT TEHJEPHOTO pacmpeneiieHUs BBISIBUI HAJWYHE CTATUCTUYCCKA 3HAYUMBIX
pa3uunii B KIMHUYECKOM J1e0r0Te. BBII0 BEISBIEHO, YTO a)TO3HBIN CTOMATHT KaK
MEPBUYHBIA KIMHUYCCKUN MPU3HAK CPEIU JIUI] KEHCKOTO Ioja WME MECTO B
72,7% cnyuaeB ¢ 95% J11-43,4-90,3%, B TO BpeMs kak cpeau MyxuuH B 10 %
cayuaes ¢ 95% JIU= 1,8-40,4%. ¢?=8,416, df=1, p=0,004, npu >ToM ObLIA
paccuuTaHa CPeHEN CUIIbI B3aUMOCBS3b AKEHCKOIO 1MoJjia ¢ Pa3BUTHEM adTO3HOTO
ctomatuta B ae6rore ¢= -0,633, p=0,004, Olll= 0,042 c 95%/111=0,004-0,485.
Koadhdumment neonpenenennoctu=32,4, p=0,002, coriiacHo KOTOPOMY JTaHHBIE
(baKkTOPBI PUCKA MO3BOJISIOT COKPATUTH OMMUOKY MPOTHO3UPOBAHUS UCXO/IA.

N3yuas yacToty s3B reHuTanuii B Mmanudecre 0onesnu bexyera , o6pamano
Ha ce0s1 BHUMaHUE, YTO IAaHHBIN MPU3HAK UMEJT MECTO TOJILKO CPE/TH JTUIT dKEHCKOTO
TI0JIa U COCTAaBUI 9acToTy 36,4 % ¢ 95% JIU=15,2-64,6%, y*=4,492, df=1, p=0,034,
CpemHel CUJIBI B3aUMOCBSI3h JTAHHOTO TMEPBUYHOTO KIMHUYECKOTO TPH3HAKa C
xeHckum 1oniom  0=-0,462,p=0,034, Koapdumuent neomnpeneneHHocTH=29,5,
p=0,014.

B T0 Bpems kak ge0roT 3a0ojeBaHHMS C TOPAKCHUS CYCTAaBOB
MPEUMYIIECTBEHHO UMEJI0O MECTO CPeIH JIUI] My>Kckoro noja y 50 % maiueHToB ¢
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95%J11=23,7-76,3%, cpaBHeHun ¢ 16,7% cpemy JIuIl KeHCKOro nona y>=4,295,
df=1, p=0,038, o= +0,452, p=0,038, Kosdpdunuent HeomnpemercHHOCTU=18,2,
p=0,033.

N3yuenne manudecranuum 3a00yieBaHUs] C TOPAKEHHS TIJ1a3 CPEeAu JIUIl
KEHCKOTO M MY)KCKOTO TI0Jla HE HMMEJIO CTATUCTUYCCKH 3HAYMMBIX Pa3Iuduid
(p=0,149) u cocraBuna 40% u 9,1% COOTBETCTBEHHO, B TO BPEMs KaK MOPAKCHHE
KOH, KaK IMePBUYHBIN MPU3HAK 3a001€BaHUs HE OB BHISBIICH.

N3yuas nebrotr Oone3nu bexuera ObUIM BBISBICHBI Psifi MPOBOLMPYIOUIUX
(GakToOpoB ¢ KOTOPBHIMU TAIMEHTHl  CBS3bIBAJM  Haudajgo 3a00JeBaHUS.
Nudexnmonnsie 3a00eBaHms, TaKUe Kak XJIaMUIUO03, OCTPbIE PecrnupaTopHBIC
BUPyCHBbIC WHGpEKIMU u AP. umenn mecto 38,1 % cimydaeB, KOTOPble ObUTH
pacnpeneneHpl CPEaU ULl MYyKCKOT'O M )KEHCKOT0 T0J1a ¢ PaBHO# yacToroi (40 %
1 36,4% cooTBeTcTBeHHO, 1>=0,029, df=1, p=1,0). Cneayromum TPUITEPOM SABHIICS
cTpeccoBbIil (hakTopP, KOTOPBI uMen Mecto B 38,1% ciydaeB U CPaBHUTEIBHO
HeOONBIINM TPeobIaTaHueM CPeau JIUIl KeHCKoro mona 45,5% B cpaBHEHUHU C
30,0% cpeau myxumH. 19,0 % wuccrnenoBaHHBIX JIMI] OTMEUYald, 4TO AEOIOT
3a00seBaHusl ObLI OOYCIIOBJIEH CMEHOM KiuMara, MPW 3TOM JIaHHBIA (hakTop
npeobsanan cpeau aul Myxckoro nona (30% B cpaBHeHuu ¢ 9,1 % y KeHIUH
v?=1,485, df=1, p=0,311). OxHako mONyYEHHBIE Pe3yJbTATBl HE HMMEIH
CTAaTUCTHUYECKHU 3HAYUMBIX Pa3ITUUHil.

Takum oOpazom wu3ydenwe gebrota OonesHu bexuera mokazano
3HAYUTEIbHBIC OTIWYMS KIMHUYECKOW MaHU(]ECTaMy y HWCCICIOBAHHBIX HAMH
JUI] B CPaBHEHWU C JaHHBIMH JuTepaTtypsl. HecmoTpst Ha TOT (hakT, 4TO Ha4aIO
3a00JIeBaHUSI MMEII0 MECTO BO 2-3 1eKaJe XU3HU W COTJACOBBIBAIOCH C
pesyibraramMu Psga  aBTopoB  [5,21,86,87,91,92], wacrora BoOBICUCHHS B
MaTOJIOTHYECKUI TIPOIIeCC OPTaHOB 3PCHUS W CYCTaBOB OTJIMYAINCh, TaK Kak
cocraBuwin yactoty 1\4 u 1\3 mcciemyeMpIX JIMII COOTBETCTBEHHO. Takke HaMu
BBISIBJICHBI CTATUCTUYECCKU 3HAUMMBIC Pa3IMYHS 10 YaCTOTE aTO3HOTO CTOMATHTA,
3B TCHUTAIMA W TOPaXCHUS CYCTaBOB, KOTOPBIC OTIUYAINCH CPEIU JIHII
MY’KCKOTO M )KEHCKOTO TI0JIa.

3.3 M3yuenne kiiuHUYeckuX nposipjienuii bone3nu bexyera.

[IpoBeaeHHBI HAMU OCMOTP, BKJIIOYABIIUK B cebsi cOop kayob, aHaMmHe3a
3a00JIcBaHUST W JaHHBIX OOBEKTUBHOIO CTaTyca TOKa3ajd Pa3jMYHYI0 CTCIICHb
TSOKECTH U TeueHue OoiyiesHn bexdera cpemu ucciemyeMbiX nuil. HeoO6Xomumo
OTMETHUTH UYTO JUIUTEIIBHOCTH 3a00JIeBaHUs BapprpoBaja ot 1 roga mo 43 ner, npu
sToM Me cocTtaBuia Bcero 6 JieT, B TO BPeMsi KaKk MHTEPKBAPTUIIBHBIN Pa3maX
BapbHPoOBaI OT 2 110 29 neT. JIuarHocTU4eCKUii OUCK KIMHUYECKUX MPOSIBICHUM
nposoamwics cornacHo ICBD kpurtepusm 1990 m 2014 roma [88], koropsrii
BKJIFOYAJI B ce0sl HE TOJIBKO TPHAAy CHUMIITOMOB B BHJAE a(TO3HOTO CTOMATHTA,
YBEUTA, SI3B TEHUTAINN U KOXH, HO ¥ KIMHUYECKUE TPOSBICHUS TCHEPATU3AINH
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natojoruyeckoro npoiecca B Bujae nopaxenust cycraBoB, JKKT, IIHC, nouek,
COCYJIOB MEJIKOTO Pyclia ¢ Pa3BUTHUEM OCI0XHEHUU B BUJE TPOMOO30B.
YactoTa HaHHBIX KIMHUYECKUX TMPOSBICHUN y UCCIEIOBAHHBIX HAMU JIWIL

npejcTaBiieHa B PUCYHKe 5. PaccunTaHHbIe

HaMmu 95% JIW nnst uiccieoBaHHbBIX

HaMH [MoKa3aTejiel ObUTH B JUAaIla30He CJIE 3HAUCHUN:

adTO3HBIN cTOMATUT cocTaBuia 77,3-99,
s13BbI reHuTanui 54,9-89,4%:

yBeut 60-92,3%);

y3noBartas sputema 40,9-79,2%;
aptput 100%;

sanuauaumur 0,8-22,7%;

2%:

MoPa)KeHUE KEIyJ0UHOTO KuiedHoro Tpakta 0,8-22,7%);
opakeHue IeHTPATbHON HEPBHOU cucTtembl 5,0-34,6%;

nopakenue mouek 5,0-34,6%;
Tpom603 7,7-40%;
nopaxxenue koxu 17,2-54,6%.
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Pucynok 5- YacTora KIIMHHYECKUX MPOsiBIeHUI Oone3nn bexuera.

IIpu 3TOM HEOOXOIWMO OTMETHUTBH, UTO B HCCIICIOBAaHHOW HaMH BBIOOPKE
nopakeHue cycraBoB umeno mectro B 100% cioydaeB, 4TO MO3BOJIMIO Ham
MPEAIOIOKUTD YTO Y BCEX MCCIEAYEMBIX JIHUI] TeueHue Oosie3nn bexdera mmeno
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reHePanu30BaHHbId XapakTep. Tak kak mopaxeHue cycraBoB coriacHo |ICBD
KPUTEPUSIM HE BXOJUT B TPYIIILYy OCHOBHBIX MPU3HaKoB. Y 66,7% (95% AU 45.,4-
82,8 ) mainueHTOB MMenu 0oJjiee IeHepPalM30BaHHYI0 CHUMITOMATHUKY OOJIE€3HU
bexuyera ¢ 5 1 60n€ee KIMHUYECKUMU NPU3HAKaMHU, B TO BPpeMs Kak 38,1% (95% 11
20,8-59,1) umenu Bcero b 3 Win 4 KITMHUYECKUX MPU3HAKA (PUCYHOK 6).

B 3 knMHUHECKUX NpKaHaKa

I 4 kruHMIecKIx NpUIHAKD B
L] 5 knuHdeckinx npuadaro
B & kruHMYECKIX MpU3HEKD B
07 knuHqeckinx npuadako e

14,29%

Pucynok 6- KonrdecTBO KIMHUYECKUX TTPU3HAKOB Y UCCIICTOBAHHBIX TAITUCHTOB
¢ 6one3unro bexuera.

N3ydyeHne KIMHUYECKOTO TEYEHHUs 3a00J€BaHUSI B 3aBUCUMOCTH OT
TeHJIEPHOI0 PaclpenencHus MoKa3ano, 4YTo Y BCEX UCCIETYyEMBIX JIUL MYXKCKOTO
10Jla B aTOJIOTMYECKHUI Polecc ObIIIM BOBJIEUEHBI IJ1a3a, B TO BPEMsI KaK yBEUT
cpeaM SKEHIIMH HMMeld MecTo Jmmb 63,6% %?=4,492 df=1 p=0,034; c
MOJIOKUTEIBHON CPEeIHEN CUIION B3aUMOCBSI3U MEK/Y MYCKUM I1OJIOM U YBEUTOM
¢=0,462 p=0,034 korpPuruent neonpenenernnoctu 29,5 p=0,014.

JIpyrue KIMHWYECKHE TPOSBICHUS TMPH TPOBEACHUH CPAaBHUTEIHHOTO
aHamm3a CPeau JIHI[ KEHCKOTO M MY’)KCKOTO TOoJia HE HMMENU CTaTUCTHYECKU
3HaUYMMBIX Paznuunii. OpHako oOpamiaer Ha ce0s BHUMaHUE, YTO Y3JI0BATas
spurema, s3Bbl reHutanuii, nopaxenue XKT u IHHC npeobnamanu y naun
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KEHCKOro mojia. B To BpeMsi Kak MOpPaxxe€HHWe KOXKU C HAuOOJIbIlIeW YacTOTOU
BCTPEUYAIUCh CPEIN MYKUYHUH.

[IpoBeneHHbI KOPPEISLUOHHBIA aHaW3 JJIUTEIBHOCTH 3a00JIEBaHUS C
KOJIMYECTBOM KIMHUYECKUX NPU3HAKOB HE MOKAa3al CTATHCTUYECKH 3HAYMMBIX
KOPPessuuoHHbIX B3auMocBsizeil p=-0,165 p=0,474 (pucyHnox 7).
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Pucynok 7- CkateporpaMmmMa KOPPeIsiliMOHHONW B3aUMOCBSI3U KOJINYECTBA
KIIMHAYECKUX TTPU3HAKOB C UTUTEIILHOCTHIO 3a00JICBaHNUS.

IIpoBeneHHBINM B JajdbHEHIIEM CPAaBHUTCIbHBIA aHAJIM3 B 3aBUCUMOCTH OT
TCHACPHOrO PacnpeAcieHus TaK K¢ HE BBIABUJI CTAaTUCTHUYECCKH 3HAYMMBIX
pazmumunii, U=50, Z=-0,363, p=0,717. IIpoBeneHne CPaBHUTEIHLHOI'O aHAJIU3a
KJIMHHYECKOTO TeUeHUs OoJie3Hn bexuera B 3aBUCHMOCTH OT OJTHHYECKOM
NPUHAIICKHOCTH HE MPEACTaBUIOCh BOBMOXHBIM TaK KaK JIOJIS JIMII CIIaBSIHCKOU
ATHUYECKOW NPUHAICKHOCTH U KOPEHUCKOW HAIMOHAIBHOCTA B COBOKYITHOCTH
COCTaBHJIO YHMCJIO MEHEE O.

Bcem wuccnmenyeMblM HaMM MarieHTaM OBUT TMPOBEACH TECT MaTePTHH,
KOTOPBIH TTOKa3a clieaytoniue Pe3ynbrarel. B 76,2 ciygaes ¢ 95% U 54,9-89,4
pa3mep mamyJsbl Ha 3-€ CYTKH IOCJIe MPOBEICHUS BHYTPUKOXKHON TPOOKI OBLT B
aunameTpe Oosiee ueM 2 cM, B TO BPeMs Kak y 23,8% uccieayeMbIX MalueHTOB C
95% 1M 10,6-45,1 tect OBLT OTPHUIIATEIHHBIM.
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[IpoBeneHHBIN CPABHUTENBHBIA AHAIW3 110 JAHHBIM [PE3yJIbTAaTOB TECTa
NaTeprud B 3aBUCUMOCTH OT TEHJEPHOro PacnpeneieHuss He IoKas3al
CTATUCTUYECKU 3HAYMMBIX Pa3iuyuii, TakuM oO0pa3zoM J0Jisl MOJIOKHUTEIBHOIO
Tecta B noArpymnmax cocrasmia 70% (95%J1M1 39,7-89,2) u 81,8% (95% 1M1 52,3-
94,9), y My>XYHH Y JKEHIIUH COOTBETCTBECHHO.

CpaBHUTENBHBIN aHAIM3 BO3PAcTa, JUIMTEILHOCTH 3a00JIeBaHUsI U BO3PacTa
MAlMeHTOB TPW MaHU(ECTAIlMU TaK K€ IOKa3al OTCYTCTBHE CTAaTUCTUYECKH
3HAYUMBIX Pe3yJIbTaTOB (PUCYHOK 8).
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Pucynok 8- CpaBHUTENBHBIN aHANIW3 Bo3PacTa, Bo3pacra B 1e010Te,
JUTUTEIFHOCTH 3a00JICBaHUsI B 3aBUCUMOCTH OT Pe3yJibTaTa TecTa maTePruu

Takum oOpa3oMm y WCCIEAOBaHHBIX HAMH JIMIl 3a00JieBaHWEe UMeEIo Oonee
TF€HEPAIM30BAHHBIN XapakTep, co mnopaxeHuem cyctaBoB B 100% ciyuaes.
N3ydeHne KIMHUYECKOTO TEUCHHS 3a00JIEBaHUS B 3aBUCHUMOCTH OT T'€HJIEPHOIO
pacripeneneHnsi MOKa3ajlo, YTO Yy BCEX MCCIEAYEMBIX JHI[ MY>KCKOTO Ioja B
aTOJIOTUYECKHI MPOIECC ObUIN BOBJICUEHBI IJ1a3a.

3.4. U3yyenne nopakenui ria3 npu 6os1e3uu bexuera.
OgHuM M3 BaXHBIX KIMHUYECKUX TMPU3HAKOB 3a00JIeBaHUs, KOTOPBIM

BCTPEUajICsA y MCCleA0BaHHBIX manueHToB B 81% ciydae, ¢ 95% AU 60-92,3
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OBLJIO TOPaKEHHWE T1a3. YUYWTHIBAs, YTO MPEUMYIIECTBEHHO OOJbIIas m0Js
WHBAJTMN3AIAA TIAIMEHTOB ¢ 0OJie3HpI0 bexdera oOycioOBIIeHa BOBJICUCHHEM B
MaTOJIOTHYECKUH TMPOoIecC TI1a3 HaMu Oblda IIPOBEACHAa OlLICHKA CTEICHHU
MOPa)KeHUsI OPraHOB 3PEHUSI.

VYV 23,8% wuccnemoBanHbiX mamueHToB (95%JM 10,6-45,1) 3aboneBanue
MaHU(EeCTHPOBaIO C Pa3BUTUsA yBewTa. JlaHHAs MOJs MMAIMEHTOB B JcOrOTE
OTMEYaJIH Kajao0bl, TaKUEe KaK: CIE30TCUCHHE, TOKPACHEHHE TJ1a3, CBETOOOS3Hb,
YyyBCTBO TOMYTHEHHME TMePes TIJa3aMy, YyBCTBa TyMmaHa Iiepel TJia3aMu M
NPOrPeccupyroiiee CHUKEHUE 3PEHUSI.

ITpu 3TOM HEOOXOIUMO OTMETUTH, 4TO Y 57,1% uccnemyembiX i (95% AU
36,5-75,5) B mociaeAyromeM B MaTOJIOTMISCKHUM MPOIecC OBLIN BOBICYCHBI OPTaHbI
3peHns. MenmaHa cPoka Pa3BUTHS yBEHTa OT AcOroTa 3a00JjeBaHUS y JTaHHOM
KaTeropun mamueHToB coctaBmwiaa 1 rox (Q1=0,7; Q3=2,0). B tabmume 1
MPEJCTaBICHbl JIUTEIBHOCTh 3a00JieBaHUSA JO [Pa3BUTUS yBEUTa, KOTopas
HECMOTPS Ha OTCYTCTBUE CTATUCTUUYECKU 3HAUMMBIX Pa3uyuii JaeT BO3MOKHOCTD
MPEAMOI0XKUTh 0 00JI€e YaCTOM BOBJICUCHHE B MATOJIOTHYECKHI IPOIeCC OPraHOB
3peHHUS Yy JUIl C TEPBUYHBIM KIMHUYECKUM IMPU3HAKOM B BHUJE a(pTO3HOIO

ctomatuta (41%), u Gosiee pekuM y JiuIl ¢ 1e00TOM 3a00JIeBaHus B BUJIE ApPTPUTA
(25%).

Tabnuua 1- JlnurensHoCTh 3a001€BaHus A0 Pa3BUTHS YBEUTA, a TaK )KE CBI3b
NEPBUYHOIO KIMHUYECKOTO MPHU3HAKA C PAa3BUTUEM YBEUTA.

IlepBUYHBIA KIIMHUYECKUN JImuTenbHOCTh
CHUHJIPOM 3a00JICBaHUS J10 Pa3BUTHUSA
YBEUTA
Me Q1- Q3 p
AdTo3HBIN eCTh 1 0,5-1,25 0,212
CTOMATHUT HET 15 0,87-3,5
SI3BBI €CThb 1 0,37- 0,823
T€HUTAJINHA 2,25
HET 1 0,37-
2,25
Aptpur eCThb 15 0,87-3,5 0,212
HET 1 0,5-1,25
[IpoBeneHHbIC HCCJICIOBAHUS 0(TaTbMOCKOIIHH, BU30METPUH,

OMOMMKPOCKOIINH, YJIBTPAa3BYKOBOTO HWCCJICAOBAHMS TJa3, TOHOMETPHH Tja3 U
aBTOpedKrepaTOMETPUN MOKA3TH CIACAYIOIMNE PE3ynbTaThl. Y MAMEHTOB UMEIH
MECTO XapaKTePHbIC PU3HAKY MOPAKCHMS KaK IePeAHEr0 Tak 3aJHEr0 CerMeHTa
rJ1a3a, KOTOPbIe mpeacTaBicHbl Ha pucynke 9. [1pu aToM paccuntanubie HamMu 95%
JI 4acToT JaHHBIX MPHU3HAKOB BaPbUPOBAIH B CIICIYIOITUX JUAINIa30HaX:

mu1s karapaktel- 11,8-48,8%;
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st 6nedapura-2,9-31,4%);

tst aptudaxuu-11,8-48,8%);

cUHIPoM cyXoro ria3a-11,8-48,8%;
OTKPBITOYTOJIbHOM riaykoMbl- 2,9-31,4%);
MakyJsoauctpoduu- 5,5-37,6%;

ABUTPUH +CUITUKOH -5,5-37,6%;
peruHoBackyiuTa-2,9-31,4% ;

LXP/- 5,5-37,6%;

OTEK JWCKa 3puTeapHoro Hepna- 0,9-24,6%;
pa3peiB Makysl- 2,9-31,4%;
KPOBOMBIIMSHUE B CTeKI0BUIHOE Teo- 0,9-24,6%.
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Pucynoxk 9- ITopaxxenue ria3 npu 6oae3au bexyera

[Ipn 3TOM CPaBHUTENBHBIM aHAIN3 MOPAXEHHUM IJ1a3 IO BBIIICYKA3aHHBIM
MOKa3aTelasiM B 3aBUCUMOCTH OT TEHJIEPHOrO pPacnpPeicsieHus He IOoKa3al
CTaTUCTUYECKU 3HAYMMBIX Pa3IuYuu.

Jlons mamueHTOB HWMEKIMMX MOPaXEHHE IEPEIHEr0 CErMEeHTa TJia3a
coctaBmia 42,1% ¢ 95% JI1 23,1-63,7%, B To Bpems kak 31,6 % nanuenToB 95%
JAN 15,4-54% umenu nopakxeHUe 3aIHET0 CETMEHTA IJ1a3a, a YacTOTa MaHyBEUTa
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cocraBmina 15,8% ¢ 95% JM 5,5-37,6%. IlopakeHue cermMeHTa IJa3a B
3aBHCHMOCTH OT I10J1a UCCIIeIyEMBIX JIUIT TIPecTaBieHa Ha pucynke 10.

naHyeeum
nepedHuii yeeum
] 2a0nuii yeeum

50,007

40,00+

30,00

% < 2

20,00+

oo [2000

MYX4YUHBbI XEeHUWUHbI

pnaHyBeHT:]-,O; pnepe,uHHﬁ yBeuT:0,650; p3a/:u-[m‘i yBeuT:]-,O-
Pucynoxk 10- ITopaxkeHue cerMeHTa rJia3a B 3aBUCUMOCTH OT I0JIa.

Hamu Obuto ormeHeHa ocTpoTa 3pPEHHUS METOJ0M BH30OMETPHH, KOTopas
MoKaszaja ee CHIKEHHE Yy HccieayembiX nanueHtoB. Menuana OD cocraBuna
0,161 c unTepkBapTwibHBIM PazMaxoMm 0,01-0,7, B To Bpems kak Menuana OS
coctaBuia 0,1, roe Q1=0,05 u Q3=0,7. CpaBHUTEIBbHBINA aHATU3 TTAJICHUS] OCTPOTHI
3peHHs B 3aBUCHUMOCTH OT TMOJIa HE TMOKa3ajl CTAaTUCTHYECKH 3HAYUMBIX
pesynbraTtoB, Uon=33, Z=-0,998, p=0,318; Uoc=45, Z=0, p=1,0.

[IpoBeneHHBIN KOPPEISAIMOHHBIA aHAIU3 MOKa3aTeael OCTPOTHI 3PCHUS U
JUTATEIBHOCTH YBEHUTA HE BBISBHII JJOCTOBEPHBIX B3aUMOCBsI3eH (PpucyHok 11), uro
TaKKe UMEJI0 OTPaKEHHE B OTCYTCTBUU CTATUCTUYECKHU 3HAYMMBIX Pa3Iuduil 1o
CTETICHW CHHKEHHMS OCTPOTHI 3PEHHUS B 3aBHCHMOCTH OT II€PBHYHOIO
KJIIMHUYECKOTo npu3Haka 3adoneanus, Uog=32,5, Z=-0,236, p=0,814; Uoc=32,5,
Z=-0,235 p=0,814.
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Pucynok 11- CkareporpammMbl KOPPEJISIITUOHHOTO aHau3a mokKaszaTeeit

OnutenbHocTb yBEUTA, NeT

OCTPOTHI 3PCHHUS U AJIMTCIBHOCTH YBEUTA.
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IIpoBeneHHass HaMU OLEHKA NMOPa)KEHUs IJa3 y MalHUEeHTOB C OO0JE3HBIO
bexuera nokasaiia, 4TO BOBJIEUYEHHE IJ1a3 B MATOJIOTMYECKUI MMPOLECC UMETIO MECTO
Kak B 1€010Te, TaK U B MEPBbIE TOJbI 3a007I€BaHNUs, Yallle HOCUJIO ABYCTOPOHHEE
MOPaXCHUE C PaBHOM YaCTOTOW BOBJICUEHMUS B MATOJOTMUYECKUU IPOILECC KakK
MepeHero, Tak W 3aJHEro CerMeHTa TIJla3a, TSAKECTh MOPaKEHUS KOTOPBIX He
UMeJla B3aUMOCBSI3b C JUIMTENIBHOCTbIO 3a00JIEBaHUS M BEPOSATHO ObuLIa
00yCIIOBJIEHA TSKECTHIO 3a00I€BaHMSL.

Jlanee HamMM NpeACTaBIEH KIMHUYECKUH Cilydail OniiaTepaabHOrO
NaHyBEWUTa y MalMeHTa )KEHCKOTo 1oJja ¢ 6one3Hbpto bexyera.

[TarueHT A., )K€HCKOTO 1M0JI1a, Bo3pacT 36 JeT, KopesiHKa, HaXOAUTCS M0/
HaImM HaOroieHueM [176].

[TarmeHTKa NpeabsIBIISIET KaJlOObl HA 3HAUUTENbHOE YXYIIIICHUE 3pEHUs B
MIPaBOM IJ1a3y, BO3MOKHOCTb Pa3anuyarh JIMIIb OUePTaHUS IPEIMETOB MTPABbIM
IJ1a30M, OTCYTCTBHE 3pEHHMS B JIEBOM I1a3y. Hapsay ¢ 3TUM nmanueHTKa OTMEYaeT
Ka00bl Ha HOIOLIME 00U B IPABOM Ta300€IPEHHOM CYCTaBe, B KOJIEHHBIX U
JIOKTEBBIX CYCTaBax , B IOKOE, YCHJIMBAIOUIUECS pHU (PU3NUYECKON HArpy3Ke,
HooU[Me 00U B MBIIIIAX TOJIEHEeH, OO0JIe3HEHHBIE S3Bbl B POTOBOM MOJOCTH Ha
JIeCHaX, BBIPAXKEHHYIO OOIIYIO0 U MBIIIEYHYIO CI1a00CTh, MIIOX0W HOYHOM COH U
rOJIOBHBIE OOJIH.

B pe3ynbpraTe cOopa aHaMHe3a YCTaHOBIJIEHO, YTO Ha (POHE CTPECCOBOTO
¢dakropa (I0pOKHO-TPAHCIIOPTHOTO MPOUCIIECTBHS) U IEPEHECEHHON BUPYCHON
uHekuuu Tsoxenoro reyeHus B 2010 roay y naieHTKH BIEPBbIE MOSBUINCH
NEPBUYHBIC IPU3HAKYU 3a00JIEBaHUS B BUJIE PA3BUTHA OOJIE3HEHHBIX 53B B
POTOBOM MOJIOCTH U HA TeHUTAMHUIX. OTHOBPEMEHHO C pa3BUTHEM a(hTO3HOTO
CTOMaTHUTa MOSBUIINCH JKaJ00bl HA YXY/IIIIEHUE 3pEeHUsI 000MX TJ1a3, IOTEPIo Beca
Ha 16 KIr, MYHTOKCUKAIlMOHHBIN CUHJIPOM, HE KyITMPOBABIIUICS TPUEMOM
HECTEPOUIHBIX TPOTUBOBOCTIAIUTENBHBIX IPENAPaTOB U OOJIU B Ta300€IPEHHBIX,
KOJICHHBIX, JIOKTEBBIX cycTaBax. [lanimeHT odpaTuiack 3a MEIUIMHCKON
MOMOIIBIO0, TTOCIe 00cieToBaHus ObLT BhIcTaBjieH nuarno3 Cunapom Peiitepa,
Ha3HayeHa aHTUOAKTEepHaIbHAS TepaIvs U HECTEPOUTHbIE
IPOTHUBOBOCIIATIMTENIbHBIE TTPenapathl, 0€3 MoJ0KUTenbHO 3P dekra. B
nanbHermeM B sstHBape 2013 roza B CBsA3U € IPOTrpECCUPOBAHUEM CHUKEHUS
OCTPOTBI 3pEHHS B JIEBOM TIJIa3y U MOSIBJICHUEM IIEJIEHBI IIEPE I1a3aMU MalUEHT
1o obcnenoBanack. [Ipu BU30oMeTpun ObLIO BBISBIEHO CHUXKEHUE OCTPOTHI
3peHus, TyMaH Nepes riiazaMu; Ipu OMOMUKPOCKONIUY YIUIOTHEHUE B
KOPTUKAJIbHBIX CJIOSX 3aJHEN Karcyibl, 0)TaTbMOCKONUYECKH: TI1a3HOE JHO 32
bepom neTanbHO HE 0 TaIbMOCKOIUPOBATIOCH U3-3a MOMYTHEHUS XPYyCTaINKa.
b1 1narHoCTHPOBaH pa3pbiB MaKyJIbl.

B cBs13u ¢ yem ObLIO MPOBEACHO ONEPATUBHOE JICUEHHUE HA JIEBBIM IJ1a3 -
(akosMybCUPUKALMA KaTapaKThl C UMIUIAHTALIMEN HHTPAOKYJISIPHOM JIMH3BI
(MOJI), BUTpIKTOMUS C TAMIIOHAI0M BUTPEATIbHON MOJIOCTH CHIIMKOHOM. O1HaKO,
HECMOTPs Ha IIPOBEACHHOE JICUCHHUE YXYIUIEHUE 3PEHUS UMETIO
nporpeccupylouiee TedeHre. B Mapre Toro ke roga nauueHT 1000cie10Banach B
Kopee, rie Obu1 IpOBEIEH TECT MATTEPTUU U 10 €T0 MOJIOKUTEITLHOMY
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pe3yJbTaTy BIEpBbIC BhICTaBJIEH quarHo3 0osie3nu bexuera. beuin Ha3HaueHbI
IIFOKOKOPTUKOCTEPOUIBI B 103€ 88 Mr per 0S. bruta mpoBeeHa onepaTuBHas
3aMeHa CWJIMKOHA B JIEBOM TIJa3y Ha ra3. [1o Bo3Bpamenuto B Kazaxcran
NalyeHTKa OblIa MOCTaBJIeHAa Ha YUYET AUCIIAHCEPHOTO HAOIIOACHHUS C INarHO30M:
bonesnp bexuera, ¢ mopaxxeHUEM ri1a3, MOYEK, CIM3UCTHIX IOJIOCTH PTA,
CyCTaBOB. JIByXCTOPOHHHUM PEUUAMBUPYIOLINN TaHYBEUT. PeiuInBUpy O
adTo3HbIN cToMaTuT. AKTUBHOCTD 2 cTteneHu. ®HC 2 crenenu; ocnoKHEHHUS:
AcenTuyeckuii HeKpO3 roJIOBOK OEAPEHHBIX KOocTel 2 cTeneHu. bouia
IPOJIOKEHA TOPMOHAJIbHAS TEPANUS C TOCTENEHHBIM CHIbKEHUEM 1103. B 2015
roxy peBmarosorom Kapunoit K.K. 6p111a mpoBeieHa KOppeKIus Teparm,
CHI)KEHA J103a METUIIpeia 10 28 MT ¥ Ha3HaueHa O0a3ucHas Tepamus
azarronpuHoM B 103e 100mr. B 2017 romy marueHTKa Obljia KOHCYJIBTUPOBAHA
oranemoniorom u3 SAnonnu npodeccopom N. Kitaichi. beumn manst
pexoMeHanuu: 100aBUTh B 0a3ucHoe JedeHue kouxuuuH 0,5 mr no 1 tad 3 pasa
B JICHb U OMOJIOTMYECKUE MTpenaparbl-uH(IuKcuMad, mpu He3P(PEKTUBHOCTH
KOJIXUIIMHA U OTCYTCTBUM MPOTHUBOIIOKA3aHUH U Aoo0cienoBanre Ha HLA-
tunupoBaHue. HazHaueHne OMOJIOrHYECKUX MPernapaToB HE SIBUIIOCH
BO3MOXHBIM, B BUJIy HAJTMYHS Y MAIUEHTKH COMYTCTBYIOLIETO 3a00JICBaHUS
renatuta B. B pamkax coBMECTHOro McclieJoBaHUsI HaMU ObLIT TPOU3BEIEH 3a00p
T€HETUYECKOr0 MaTepuaa, MoJydeHbl MOJoKUTEIbHbIE pe3ynbTaTel HLA B51,
A03 u B27.

Hamu 611 ipoBeieH 0 TaaTbMOJIOTHYECKII OCMOTP COBMECTHO C
o TaIbMOJIOTaMU KOTOPBIN BKIIFOYAJ B ¢€0s1: 0 TATHBMOCKOTIHIO, BU3OMETPHIO,
omomukpockonuio, Y3 riraza, ToHOMETpHIO I1a3, aBTopedreparomerputo. I1o
pe3ynbTaTaM 00CIeI0BaHUS ObLIO BBISBICHO:

Buszometpus: camkenne 3perus, OD 0.001 u.x., OS 1/p | incertae = k.

Buomukpockonus : nokasana ciaeayroiue pe3ynbrarsl: [IpaBblii rinaz
MOJIOKEeHHE MpaBuiIbHOE. Beku: 6e3 ocobennocrei (6/0). KonbtokTuBa: 61e1HO
po3oBas. Ckiepa: 6/0. Porouna: npo3paunas. [lepennss kamepa: cpesss.
Panyxka:6/0. 3padok HenpaBUIbHOU (POPMBI, CTIasiH, 38 JHUE CUHEXUH, PEaAKITUs
Ha CBET BsjIasi. XPyCTAIMK: YIDIOTHEHHUE B KOPTUKAIBHBIX CI0sIX. CTEKJIOBUIHOE
TeJo: IecTpykius. [ mazHoe AHO: He 0003pUMO.
JleBrbIii TI1a3: TIOJI0OKEHUE TJ1a3: paBuiibHOe. Bekn:6/0. KonbrokTuBa: 611e1H0
po3oBas. Ckiepa: 6/0. Porosumna: npo3paunas. [lepennss kamepa: cpenHss.
Panyxka: cybarpoduunas. 3padok: peakius Ha CBET COXpaHeHa. XPyCTaluK:
NOJI, rpyOsrit hpubpo3 3aaHEH KaMepsl, B 00J1aCTH 3padka MI0THAS SKCYIaTUBHAS
IJIEHKA, MOJIJIekKAIIUE CPeAbl HE 0003PUMBI.
Ha pucynke 12 npencraBnensl pe3yasTathl Y 3U ria3a mamuenTa A.
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58.0 dB + 0.0 B
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0

Pucynox 12- Y3U rna3 nanuenku A. (a-TipaBblif 171a3, O-7EBBIH T71a3)

¥Y3MU raasza: OD: I'ma3znoe s1610K0 mapoBuaHo# popmbl. Xpycramuk 9XO
IJIOTHBIA. B TmpoeKuuM CTEKIOBUAHOTO Tela JIOUMPYETCS IUIEHYATOE
oOpazoBanue. Orcnoiika 3I'M (3aaHeil ruanonHoO MeMOpaHbl)?
OS: I'maznoe s10710Kk0 BHITSHYTOU (popMbl. CHMITOM «XBOCT KOMETBHI»
Tonomerpus raa3: OD=16.0 mmHg, OS=15.0 mmHg
ABTopedxepaTomerpusi: OD He onpenensercs
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R1 7.41mMm 45.50 D ax 139° R2 7,32mMm 46.00 D ax 49°

Ave 7.37mm 45.75 D Cyl (-) 0.50 ax 139°

OS He omnpenensiercs

R1 7.40mMm 45.50 D ax 179° R2 6,85MM 49.00 D ax 89°

Ave 7.13mm 42.25 D Cyl (-) 3.50 ax 179°

BBl BBICTaBJICH JUATHO3:

OU-Xpoununyeckuii BsutoTsakyui nanyBeut. OD- OcnokHeHHast HenoJiHas
karapakta. OS-Aptudakus. AButpusi. CUIMKOH B BUTPEATHHOM MOJOCTH.
BropuuHas miieHuaras karapakTa. Pa3pblB MaKyibl.

Bbone3ns bexuera, ¢ mopaxkeHUEM rJ1a3, MOYEK, CAUZUCTHIX MOJIOCTH PTa,
CyCTaBOB, I71a3. PeruauBupyromnuii apTo3HbIN CTOMATUT. AKTUBHOCTD 2 CTETICHH.
@®OHC 2 creneHu; OCNOKHEHUS: ACENTUUECKUN HEKPO3 TOJIOBOK O€IPEHHBIX
KOCTEM 2 CTEIICHHU.

Teuenue 6osie3nn bexuera y qaHHON NallUeHTKU, 0€3YCIIOBHO UMEET Oojiee
OTSTOILIECHHBIN XapakTep. [leOroT 3a0oieBanus NpUIecs Ha 3-i JECATOK KU3HU,
C KJIMHUYECKON MaHudecTanuell B BUJIe Pa3BUTHSI HECKOJIBKUX MPOSIBICHUMN
OJIHOBpeMeHHO. HecMoTpst Ha JaHHBIE psijia aBTOPOB O OOJIbIIIEH 3a001€BaEMOCTH
JIUIL MYCKOTO TI0JIa U MOPaXEHUH IJ1a3 TOJBKO Ha 2-3 roj 3a00JIeBaHUs
[12,14,19,39,86,113], y uccie0BaHHOTO HAMHM IMAIlEHTA KEHCKOT'O 10j1a
pa3BUTHE YBEUTA UMEIIO MECTO YK€ B JIe0r0Te 3a001eBaHUS.

OTtcyTcTBHE JIEUEHHS B TIEPBBIE T'OJIBI IPUBEIIO K IPOTPECCUPOBAHUIO
TEUEHUSI YBEUTA, U BOBJICUEHUE B MATOJIOTMYECKHM MPOLIECC HE TOJIBKO
MEPETHET0 HO U 3aJJHEr0 CETMEHTA riasa, ¢ pa3BUTHEeM nanyBeuta. OTCyTCTBUE
CBOEBPEMEHHOM MOCTAaHOBKM JAMarHo3a 0oJyie3Hu bexuera, aleKBaTHOTO JICUEHUSI
MIPUBEJIO K MPOTPECCUPOBAHUIO 3a00I€BaHMUS BILTIOTH JI0 Pa3BUTHS pa3phiBa
MAaKyJIbl ¥ ITIOJTHOM MOTEPHU 3pEHUS B JIEBOM Iiasy. [lopaxenue ria3 nmeno
OunaTepaabHBINA XapakTep, 4ToO coryacyeTcs ¢ qaHHsiMu Tugal-Tutkun u coasr. ,
Dursun D. u coasr., Kitaichi N. [113,116,119].

Hanuuune renernueckoit mpeapacnoiokKeHHOCTH B BH/I€ HOCUTEJIbCTBA
HLA B51 rena y namueHTa »,eHCKOT0 T10J1a, U 00JIee TSKENbIA XapakTep
MOpaKEHUS TJ1a3 B JAHHOM ClTydae He COrjlacyeTcs ¢ JaHHbIMU Yazycy H. u
coasnT. , Zouboulis ChC. u coast., Akova Y.A.u coast., Wechler B. U coasr.,
Nussenblatt u coast Tugal tutkun u coasr. [12, 87,117,120,121,122].

[ToTeps 3peHUs U UHBAIMIU3ALIMS B MOJIOJIOM BO3PACTE MOIYEPKUBAET
HEO0OXOAMMOCTh B 00JIe€ YETKOM Pa3rpaHUUCHUN TTOPAKESHUN TJI1a3 C
TEPANEBTUYECKON U MPOTHOCTUYECKON TOUKH 3PEHUS, U JATbHENIIET0 N3YUYCHUS
ocobeHHocTel 6onesnn bexuera B Kazaxcrane [176].

3.5. HUccaenoBanue J1aG0PATOPHBLIX JAAHHBIX NMALMEHTOB ¢ 00J1€3HBLIO
bexuera.

[IpoBenennbie B JanbpHEIeM OOMICKIMHUYECKHE J1abOPaTOPHOE METOMIbI
UCCJICJOBAHUS  TIOKa3aJlu  XaPakTepPHble HW3MEHEHHS Uil 3a0oJieBaHUs
ayTOMMMYHHOTO TPoIiecca, KOTOPBIE MPEeICTaBICHBI B TabIUIIE 2.
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Tabmuna 2- Pesynbrarhbl

HCCICOAOBAaHUA

OOIIEKITMHUYECKUX JTa00PATOPHBIX METO/IOB

IToxka3zarean

IMamuents! ¢ BB n=21

I'pynna kontposas n=10

DpurporuTel, X10*2

Me-4,83; Q1- 4,34:Q3-5,25

Me-4,4, Q1-4,0 Q3-4,6

I'emorno6uH, /11

Me-126; Q1-111; Q3-147

Me-119, Q1-110, Q3-121

Tpom6GommTsl, X10%*

Me-305 Q1-243,5 Q3-383

Me-264, Q1-240 Q3-2/8

Jleiixormthl, X10°

Me-9,43; Q1-7,85; Q3-12,74

Me-6,9, Q1-6,4 Q3-8,6

I1/g, %

Me-5; Q1-2; Q3-7

Me-2; Q1-1; Q3-4,3

C/a, %

Me-60; Q1-57,2; Q3-69

Me-48; Q1-46; Q3-62

MononuTtsl, %

Me-7; Q1-4,4; Q3-8,45

Me-5; Q1-4,1; Q3-7,32

Do3unobuisl, %

Me-2; Q1-1; Q3-4

Me-2; Q1-1; Q3-3

bazoduisl, %

Me-0,3: Q1-0,18; Q3-0,5

Me-0,2: Q1-0,16; Q3-0,5

COD, mm/aac Me-15; Q1-9; Q3-32,5 Me-6; Q1-4; Q3-15,6

[Mpumeuanue:* - p<0,05 (pasmuumsi CTATUCTHYECKH JTOCTOBEPHBI TIPH
CPaBHEHMH C JAaHHBIMU KOHTPOJILHOM TPYIIIIbI)

VY nauuenTtoB ¢ 60se3Hbt0 beXuera Obuia BoisiBIeHA aHemus B 38% ciiyyaes,
n3 HuX 23,8 % cocraBuia runoXpomuas anemus u 14,2 HOPMOXPOMHAasi aHEMUS, B
28,5% ciyuyaeB oTMeHaycsl 3PUTPOLUTO3, TPOMOOIIMTONIEHUSI UMesa MecTo B 4,7
%, TpomOomuto3 B 33,3%, neiikonutro3 B 52,3 %, so3uHOpmaus B 4,7%,
noBbIlIeHne yPoBHs 6a30duios B 4,7 % u yckopenue COD B 42,8% ciyuaes.

UccnenoBanne OWMOXMMHUYECKOTO aHalW3a KPOBU TakXkKe IOKas3aia
Hecrnenudraeckue n3mMenenus B 14,2% mmena MecTo runepraMMarioOy IMHeMHS,
TUTIEPTIMKEMHS UMeaa MecTo B 28,5%, ocTajbHbIC TTOKA3aTENM ObUTH B TIPEeIax
pedePeHTHBIX 3HAYCHHH.

Hapsny ¢ atum, BceM uccieayeMbiM nanuenTam onpenaesnsiu yposau CPb u
PD. V 47,6% nanuentoB (95% U 28,3-67,6) CPb Obu1 moBeimen (Me=19,5
(Q1=9,47; Q3=41,8), B TO BpeMs KaK ClIy4aeB MMOJIOKHUTEIbHOr0 PD BBIBICHO HE
OBLITO.

[Ipu cpaBHeHUH pPe3yJbTaTOB OOIIEro aHajdu3a KPOBH OCHOBHOW U
KOHTPOJILHOM TPynmbel oOpamaeT Ha ce0s BHUMaHUE TIOBBIIIEHUE YPOBHS
TPOMOOIUTOB, JIeHKoUTOB U yPoBHA COD y manueHToB ¢ 6oJe3Hpio bexyera B
CPaBHEHUM C KOHTPOJIBbHOU TPYIIIOMN.

3.5.1 UccaenoBanue remocTasa y naMeHToB ¢ 00s1e3Hb10 bexuera

YuuteBas uto y 19 % mammentoB (95% JIM 7,7-40) mpucyTcTBOBAIO
oclio)kHeHue OoJyie3Hn bexyera B Buae TPOMOO30B, OJAHOW M3 3a/Jay HAIIEro
WCCIICIOBAHUS SIBUJIOCh M3YUYEHUE CUCTEMBI IIA3MEHHOr0 remocrasa u BA, AKA
Ig GuM.

HccnepoBanue mia3MeHHOr0 reMocTasa rmokasaio ciej pe3ynbrarsl: y 4,7 %
naiueHToB otMeuvanoch yjnuHenne AYUYTB, yBenuuenuwe IITU ormeuanoch y
14,2%, y 9,5 % wuccnenyembiX nuil otMeueHo yBenuudenue [1B, MHO O6suio
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NOBBIIEHO Y 9,5 % u cHnxkeHo y 4,7 %, TB 6bu10 noeiieHo y 4,7 %,yBennuenue
¢ubpuHoreHa ormedanoch y 9,5%, LAl Obu1 moseimieH y 28,5%, LA2 Obur
noBbitieH 'y 14,2 %. llpusHaku runepkoaryisiiuu otMmedanuch y 4,7%
uccieayeMbIX Jihl. Me M MHTEePKBAPTUIIbHBIE Pa3MaxXu IMJIa3MEHHOI0 reMocTasa
OCHOBHOM M KOHTPOJILHOM TPYIIIBI IPEACTaBIEHBI B Ta0IuIe 3.

JlanHbie pPe3ysbTaToB MOKa3biBatoT, uTo yposens [1B , MHO u TB B 06eunx
rpynmnaxX He MMeJl CTATUCTUYECKH 3HAYUMBIX Pa3nuuuii. OJHAKO YUYUTHIBAS, YTO
HOPManbHbIMU 3HadeHusiMu [IB  saBasitorca  12-17 cex, Me B rpymnmaX
Uccie0BaHus, KoToPas Obl1a poBHA 11 1 13 cek a Takke 25 nepIieHTHIb, KOTOPBIN
B 00euX rpynmaxX paBeH mpumePHo 11 cek, moka3pIBaloOT, 4TO B 00euX TPymmax
MMEJIUCh CIBUTH BO BHEIITHEM ITyTH CBEPTHIBAHUS KPOBU, TaK Kak ykopoueHue [1B
CBUJIETEJIbCTBYET O THUIEPKOAryJsiiuu. Tak K€ Y4YWThIBasl , YTO HOPMAaJbHbBIN
ypoBerr MHO 1-1,3, HecMOTPss Ha TO 49TO 25 TMEPIEHTIIH B 00eUX TPymmax
paBusuics 0,9 , Me B ocHoBHOM rpymme coctaBwia 0,97, B CPaBHEHUH C
HOPMaJbHBIM YPOBHEM Me KOHTPOJIbHOM TPYIINbBI, YTO B CBOIO O4YePeab TOBOPUT
O CIBHUTE BHEIIHErO IMYTH CBEPTHIBAHUS Yy JIMI] OCHOBHOW TPYMNMbl B CTOPOHY
TUTIEPKOATryJISIUH.

IITH ocHoBHOI rpynmnsl coctaBuia 119 ¢ uHTEpKBapTHIBHBIM pazmaxoMm Q1-
114,5; Q3-137,5, npu ypoBHe HOpMBI 80-110%, B TO BpeMs Kak B rpynine KOHTPOJIS
meauaHa [ITU v MHTEpKBAaHTUIIBHBIE Pa3Maxyd COOTBETCTBOBAJIM HOPMAaJIbHBIM
3HaYEHUSIM. Pe3ynbrar MONYy4YeHHBIA B OCHOBHOM TpYIIE HCCIECAOBAHUA
MOKa3bIBAET K TUIEPKOATYIISIIUN Y JAHHBIX NallMEHTOB.

B cpaBHeHMM ¢ TpeabIAYIIMMH TEPEMEHHBIMU, PE3YJIbTAThl PACUETOB
UCCIIEI0OBAaHUS BTOPUYHOTO T€MOCTa3a B KIMHUYECKUX Ipynnax ObUIA Pa3IuyHbI.
Ecrm B rpymnme koHtpons Me AUTB u UMHTEpKBAHTUIIBHBIE pa3Maxu
COOTBETCTBOBAJIM HOPMaJIbHBIM 3HAYEHUSIM, B TPYIIIE C C MAUEHTaMHU C 00JIE3HBIO
bexuera Me paBnas 30,7 cek, pacleHHBasach Kak €€ YKOPOUYEHHUE, 4YTO
CBUJICTEJILCTBYET O TUIEPKOATYIISIMU M0 BHYTPEHHEMY MEXaHU3MY CBEPThIBAHUS
KPOBU U OTpakaeT YMEPEHHOE TMOBBIIICHUE COIEPIKAHUSI TUIA3MEHHBIX (DAKTOPOB
reMoKoaryssmnuu (tTabmauuna 3).

Hecmotpsi Ha To , yTo Me ¢pubpunorena 6n1a B mpeenaxX HoPMbI, oOpamiaeT
Ha ce0s BHUMaHWE WHTEPKBAPTHIBHBIA pPa3mMaX OCHOBHOW rpymmbel , 50
MEePIEHTWIb KOTOPOro PaBeH 6,63 1/i1, B TO BPeMsi Kak B TPYIEe KOHTPOJIS
MHTEPKBAPTUIILHBI Pa3mMaX HaXOAUTCS B MIPeiesiaX HOPMbI, YTO TAKKE YKa3bIBAET
Ha CKJIOHHOCTh K aKTUBAILIMHU CUCTEMbI CBEPThIBaHMS KPOBH, UTO HaPSIAY C APYTUMHU
M3MEHEHUSIMU T€MOCTAa3a MOKHO OLEHUTh, KAK CKJIIOHHOCTh K THIIEPKOATyJISIUU.

Ta6nnua 3- OmnucarenbHas CTAaTHCTUKA  KOJIMYECTBEHHBIX JaHHBIX
MoKazaTeje CUCTeMBI TeMOCTa3a.

IHoka3areb IMamuentsl ¢ Bb n=21 I'pynna kouTposas n=10

AUTB* Me -30,7; Q1-28,4; Q3-34,9 | Me-32,3, Q1-30 Q3-35,1

[Tu* Me-119; Q1-114,5; Q3-| Me-88, Q1-83 Q3-92,4
137,5
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1B Me-11; Q1-10,65; Q3-| Me-13, Q1-11,3 Q3-14,7
12,05
MHO Me-0,97; Q1-0,94; Q3-1,06 | Me-1,0, Q1-0,9 Q3-1,075
TB Me-14,9; Q1-13,85; Q3- | Me-14,3; Q1-13,65; Q3-15,6
15,8
DHOPHHOTEH Me-3,2; Q1-2,53; Q3-6,63 | Me-3,2, Q1-2,9 Q3-3,8
[Mpumeuanue:* - p<0,05 (pasmuumsi CTATUCTHYECKH JTOCTOBEPHBI IIPH

CPaBHEHMH C JTAaHHBIMU KOHTPOJILHOM TPYIIIIbI)

Takum oOpa3om, cHuxeHue ypoBHa AUTB, ysemnuenue ypoBusa IITHU,
ykopoueHue I[IB CBUAETENBCTBYIOT O CKIOHHOCTHM K THUIEPKOArYJALUU Yy
MalMeHToB ¢ 00Je3Hbt0 bexuera. B To BpeMs kak rmokaszaTesu B rpyrne KOHTPOJIS
HaXoJATCd OTHOCHUTENBbHO B PedepeHTHhIX 3HaueHusX. IIpu 3ToMm CHIbKeHue
ypoBHst AUTB u yBenuuenue ypoBHsa [ITU noctoBepHO OTIMYANIUCh OT TPYMIIBI
KOHTPOJs. J[aHHBIE U3MEHEHUSI TeMOocTas3a SBISIOTCS (aKTOPOM PUCKa Pa3BUTHUS
CEPbE3HBIX OCIOKHEHUI B BUJIE TPOMOO30B y MAIMEHTOB ¢ 0oyie3Hbl0 bexuera u
YBEJIIMYECHUEM PHUCKA JIETAJIBHOIO UCXO0AA Yy NTaHHOW IPYIIIIBI JINLL.

[TokazaTenn BOTYAaHOUHOTO AHTUKOATYJISIHTA TaK K€ ObUIM BBIIIE B TPYMIE
MalMeHToB ¢ ©Oosne3Hpbto beXuera, B CPaBHEHWH C TPYNONoOW KOHTPOIIS,
cootHomienne LAI/LA2 B OoCHOBHOH TrpyImie moka3and ciaaboInoIoKUTEIbHBIN
pe3yabTaT, B TO BPeMs KaKk B KOHTPOJBHOHM TPyIe JaHHBIA MOKa3aTelab ObLI
oTpurareabHbiM (Tabmuna 4).

Tabnuia 4- BonyaHOUHBIN aHTUKOATYJISIHT Y MCCIIETYEMBIX MAllMEHTOB.

IHoka3artean Mamuentsl ¢ Bb n=21 I'pynna kouTposas n=10
LAL Me-35,3; Q1-33,9; Q3-39,4 | Me-28,5; Q1-26,9; Q3-31,6
LA2 Me-31,7; Q1-30,5; Q3-32,7 | Me-29,3; Q1-27,6; Q3-31,4
LAL/ LA2 Me-1,14; Q1-1,08; Q3-1,24 | Me-0,97; Q1-0,96; Q3-1,0

[IpoBeneHHBIN KOPPEISITUOHHBIN aHAIW3 MOKa3al HaJudue B3aMMOCBS3U
cpenneir cunbl ypoBHsS I[ITM ¢ KOIMYECTBOM KIMHUYECKUX MPOSBICHUN
3aboneBanus p=0,515, p=0,017. Paccumranubiii kod3pPUIHEHT AeTePMUHAIIH
paBHbIil 17,4% mo3BoiseT cuenath BHIBOJ O TOM, YTO U3MeHeHus ypoBHs [ITU B
17,4% 00yCJOBJIEHBl KOJUYECTBOM KJIMHUYECKUX CHUMIITOMOB 3a00JICBaHUS
(pucynox 13).
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Pucynok 13- Ckareporpamma KOPeIUISIIMOHHOTO aHaJIn3a B3aMMOCBSI3U
[1THU ¢ xonraecTBOM KIMHUYECKUX MPOsiBICHUI O0ne3nn bexuera.

CpaBHUTENBHBIN aHAJIW3 IUIA3MEHHOTO TE€MOCTa3a B 3aBHCHUMOCTH OT
KJIMHUYECKUX TMPOSIBICHUI 3a00JieBaHUSl TOKa3aJl CTAaTUCTUYECKH 3HAYUMBbIE
Pe3yJbTaThl JIMIb B OTHOUIEHUU OCJIOXHEHUN 3a00J€eBaHUi B BUJE TPOMOO30B.
[lanMeHThl UMEIOUIUE TaHHBIE OCIOKHEHHS UMENH 00Jiee YKOPOUEHHBIE 3HAUECHHUS
ypoBus I1B u=11, z=-2,065, p=0,039 u nokazareneit MHO U=12; Z=-1,976;
p=0,048;

HccnepoBanue BOJYaHOYHOTO aHTUKOATYJISTHTA MOKa3ajlo XapPakTePHbIE s
3a0osieBaHus noBbIIeHHe ypoBHel kak st LAl u LA2, koTopsie npeacTaBIeHbI
Ha pucynke 14. Oanako Me cootHomrenuss LAL/LA2 pasusuiocs 1,14, c
MHTEPKBAaPTUIbHBIM pazMaxom 1,08-1.24 4TO COOTBETCTBOBAJIO
C1a00N0JIOKUTEIBHOMY Pe3yJIbTaTy (PUCYHOK 14).
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Pucynok 14- Anamuz CPb, LA1, LA2, AKJI IgG, AKJI Ig M.

[Toniepeuynas nuHus npeacrasieHa Me, UHTEPKBAPTUIIBHBIMU Pa3MaXamaMu
JUTSL KCCIIETIOBAHBIX MepeMeHHbIX PaBHsnch: LA1=33,9-39,4; LA2=30,5-32,7; Ig
G=1,65-2,6,; lg M=1,25-2,2; CPb- 1,4-19,5.

Hccnenoanne meronom MDA y npoBeneHHBIX HaMM MAUMEHTOB ITOKa3all
cnenytomue pesynbtathl: AKA Ig G mw M 6putn B mpeaenax pedepeHTHBIX
3HaYeHUH Tak ke Kak u PD, KOTOPbIN y BCeX UCCIETOBAHHBIX HAMH MAI[MEHTOB
obutr oTpunatenbHbii (Me=0, Q1=0, Q3=1,95). Omnpenencure ypoBHs CPb y
WCCIICIOBAHHBIX HAMHU MAIMEHTOB ITOKA3aJI0 TMOBBIIMIEHUE €Tr0 3HAYCHUS, YTO
MOJITBEKIACT HATMYKME ayTOMMMYHHOTO BociayieHus (pucyHok 14).

[Ipu 3TOM CpPaBHUTENBHBIN aHAIW3 JAHHBIX MOKA3aTEJNIEHd B 3aBUCHMOCTH O
TEHJICPHON MPUHAJIEKHOCTH HE TTOKa3aJl CTATUCTUYECKU 3HAYUMBIX Pa3IN4uil.

[IpoBeneHHbI HaMM  KOPPEJISLMOHHBIM  AHAIW3  IIOKa3al HaJIu4ue
CTaTUCTUYECKHU 3HAYMMBbIE KOPPEALMOHHBIE B3aUMOCBSI3U MEXTY
JUTUTEIILHOCTRIO 3a00sieBanus u ypoBaem LAL, p =-0,437, p=0,047 (pucynok 15),
[1pu sTOM HIUTENHLHOCTH 3a00€BaHUs TaK e KOPPEIHPOBATIO C COOTHOIICHUEM

LA 1/ LA 2, p=-0,452; p=0,040 (pucynoxk 16).
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Pucynoxk 15- CkateporpamMmma KoppPesiiiuOHON B3aUMOCBSI3H MEXKITY
JUIMTENIbHOCTHIO 3a00J1eBanus U ypoBHem LAL.
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Pucynok 16- Ckareporpamma KOPPESIIMOHHBIX B3aUMOCBSI3EH MEXKTY
JUTUTEIILHOCTRIO 3a00s1eBanus U cootHomenneM LAL/ LA2.

60



Tak >xe ObUTM yCTaHOBIIGHBI CTATUCTUYECKHA 3HAYUMBIC KOPPEISIIUOHHBIC
B3aumocBs3n Mexnay LAl u CPb, p =+0,644, p=0,002; LA 2 u CPBb,
p=+0,575,p=0,006, koTOPBIE NPEaCTaBICHbI HAa PucyHke 17 u 18.
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100,00
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80,00

0,00

Bon4aHo4HbIA aHTUKOArynAaHT, LA1
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Pucynok 17- Ckareporpamma KOPPEIAIMOHHBIX B3auMocBszel mexay LAl
u CPb.
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Pucynok 18- CkareporpaMmma KOPPEISIMOHHBIX B3auMOCBs3eil mexay LA2
u CPBb.

[TomyyeHHble HaMU pPe3yNbTAThl KCCIEAOBAHMS IIJIA3MEHHOTO TIEMOCTa3a,
MOKa3aJu 4YTO MAIMEeHTHI ¢ O00Je3HbI0 beXuera uMenu u3MEeHEeHHs MoKa3aresen
KOaryJorpaMMbl B CTOPOHY THUIIEPKOAryJisIIMA, B YACTHOCTU Yy TMAIIMEHTOB C
OCJIO)KHEHHEM B BHUJIe TPOMOO30B. BBUIM BBISBICHBI HaJIW4YHE B3aUMOCBS3U
cpennern cwibl ypoBHsa IITM ¢ koaMyecTBOM KIMHUYECKHUX MPOSBICHUAN
3aboneBanus p=0,515, p=0,017,

3.6 'eHeTHYecKkue XaPaKTePUCTHKH NANMEHTOB ¢ 00Jie3HbI0 bexuera

Hamu mpoBoinnoch reHeTHYeCKOE UCCIIeIOBAaHNE TEHETHUECKOTO MaTepuraia
B BHJI€ Ma3Ka M3 POTOBOM IMOJIOCTH ¢ Momoipio Habopa Oragene DNA 300, u
MOCJICTYIONTUM TIPOBeieHneM TeHetndeckoro anamuza MHC | kmacca metogom
aJIeb-CICIIUUIECKON  MOTMMEPa3HON IeMHON peaknuu  MetogoM SBT
CUKBCHUPOBAHHSI.

B taGnuiie 5 npeacraBiieHbl JaHHBIC TCHETHYECKOTO McclieoBanus | kimacca
komruiekca MHC 1o 2 amnensm y 10 manueHTOB OCHOBHOW M KOHTPOJBHOM
TPYIIIBI.
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Tabmuma 5- Anmnemn | kmacca MHC ocHOBHO# ¥ KOHTPOIBHOM TPYIIITHL.

Ne | Amntenp OcHoBHas rpynmna KoHTponbHas rpynna
1 2 3
1 1 ayutens A*01:01:01:01 A*11:01:01:01
B*27:02:01 B*35:01:01:02
C*02:02:02:01 C*01:02:01
2 ajjeib A*03:01:01:01 A*24:02:01:01
B*51:01:01:01 B*46:01:01
C*15:02:01:01 C*03:03:01
2 1 annens A*01:01:01:01 A*02:01:01:01
B*08:01:01 B*44:05:01
C*07:01:01:01 C*02:02:02:01
2 aJeib A*24:02:01:01 A*24:02:01:01
B*51:01:01:01 B*48:01:01
C*16:02:01 C*08:03:01
3 1 annens A*03:01:01:01 A*02:01:01:01
B*15:01:01:01 B*44:05:01
C*03:03:01 C*02:02:02:01
2 ajjeib A*24:02:01:01 A*24:02:01:01
B*35:03:01 B*48:01:01
C*03:03:01 C*08:03:01
4 1 ayutens A*25:01:01 A*02:01:01:01
B*07:02:01 B*52:01:01:02
C*04:01:01:06 C*03:02:02:01
2 ajuiens A*32:01:01 A*33:03:01
B*15:01:01:01 B*58:01:01:01
C*12:03:01:01 C*12:02:02
5 1 aymtenp A*01:01:01:01 A*02:06:01:01
B*18:01:01:02 B*44:02:01:01
C*07:01:01:01 C*05:01:01:02
2 ajieib A*32:01:01
B*27:04:01 B*51:01:01:01
C*15:02:01:01 C*15:02:01:03
6 1 annens A*03:01:01:01 A*01:01:01:01
B*07:02:01 B*40:02:01
C*04:01:01:01 C*03:04:01:02

[Tpomomxkenre TabIuIbI 5
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1 2
2 annenb A*24:02:01:01 A*31:01:02:01
B*15:01:01:01 B*57:01:01
C*07:02:01:03 C*06:02:01:01
7 1 amnens A*01:01:01:01 A*02:01:01:01
B*40:02:01 B*27:04:01
C*03:03:01 C*01:02:01
2 aieinb A*32:01:01
B*52:01:01:02 B*51:01:01:01
C*12:02:02 C*15:02:01:01
8 1 annens A*24:02:01:01 A*03:01:01:01
B*27:05:02 B*13:02:01
C*01:02:01 C*04:01:01:06
2 aJeib A*68:01:02:01 A*24:02:01:01
B*51:01:01:01 B*35:01:01:02
C*16:02:01 C*06:02:01:01
9 1 annens A*03:01:01:01 A*03:01:01:01
B*07:02:01 B*14:02:01
C*04:01:01:01 C*01:02:01
2 ajeib A*24:02:01:01 A*32:01:01
B*15:01:01:01 B*18:01:01:02
C*07:02:01:03 C*08:02:01:01
10 | 1 amtens A*02:09 A*11:01:01:01
B*50:01:01 B*13:02:01
C*06:02:01:02 C*03:04:01:02
2a1eib A*11:01:01:01 A*68:01:02:01
B*51:01:01:01 B*40:02:01
C*15:02:01:01 C*06:02:01:01

AHaM3uPys NMOJIydeHHbIE PE3yIbTaThl TEHETUYECKOTO MCCIEA0OBAHUS OBLIO
BBISIBJIEHO YTO B OCHOBHOM rpymmne 4 nanueHTa spuinch Hocutensmu HLA B51 |
6 MalueHTOB MO pPe3yjbTaTaM TreHeThueckoro aHanmusa sBuiauch HLA BSI
HETaTUBHBIMU. B KOHTPOJIBHOI TPyIine 2 NaMeHTOB OKa3aluch Hocutenamu HLA
B51.

Taxxe OBLIO BBISIBIIEHO YTO TMAIMEHTHI C Oo0Jie3HBIO bexdera SBISUTHCH
HOCUTEIIIMA U JPYTUX CHEHU(PUIHBIX TEHOB , TaKUX Kak ;
B*52:01:01:02 ; A*03:01:01:01 ; B*15:01:01:01 wumeromMe CHUIBHYIO
accoumarnuio ¢ 0oie3npio bexuera [58,59,64,67] .

B ocHoBHOI rpymme:

3 manueHToB ObLIM HOcHuTelsiMU Tojibko B*51:01:01:01 ;
1 marment B*51:01:01:01 u A*03:01:01:01,;

3 marmenToB A*03:01:01:01 u B*15:01:01:01,

1 marment B*52:01:01:02;
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1 mameHT :
1 marment B*15:01:01:01 .

VY 3 manueHTOB OCHOBHOW TPYMIBI OBLIO BBISIBICHO HOCHTEIHCTBO I'€HA ,
XapaKTePHOTo JiI CEPOHEraTUBHBIX crioHauaoapTpuroB HLA B27:
nepBbId U3 HUX sABJsIuch Hocutensmu HLA B51 u B27;
BTOPOM M3 HUX, MMAIIUEHT )KEHCKOTO MoJja , 0bu1 Hocutenem HLA B51, A0O3 u B27
(Tak e uMeo Mecto HocuTeabcTBO C15);
TPETUH MaUeHT ABIsIcS Hocutesnem HLA uB27.

B konTpONBHOM TPyIIIIE !
2 marueHToB ABuiInch Hocureisimu A*03:01:01:01;
1 manment saBwicd HocuteneMm B*52:01:01:02;
2 maruenToB sBIiMCH HocuTemsimu B*51:01:01:01: cnexyer ormeTuth uto 1 U3
HUX sSBWICS HocuTedeM BS51 B coderanmu ¢ A26 u B27 (Tak k€ UMEIO0 MECTO
HocuTenbcTBO C15), 4TO NOBBIIAET PUCK Pa3BUTHS y JAaHHOIO IMalMEHTa
MYCKOTO MOJla C y3JI0BaTod »puTeMod B OyaymieM Oosiesnu bexuera wim
AQHKWIO3UPYIOIIETO CIIOHIUI0aPTPUTA.

OOpamaer Ha ce0d BHUMaHUWE TO, YTO B KOHTPOJBHOM TIpymie He Obul
BeIgBIIeH TeH HLA B15.

B equnnyHbIX ciydasx uzoaupoBaHHbIX HocuTened HLA B51 B ocHOBHOM 1
KOHTPOJIBHOM TpyTIIe TaK ke oTMeuaeTcss HocuTenbcTBo C15.

AHalM3 pe3yJbTaTOB TEHETHYECKOTO HCCJIEAOBAHUS B 3aBUCHUMOCTH OT
TCHACPHOM, STHUYCCKON MPUHAICKHOCTH HE TIOKA3aJl CTATUCTHYSCKH 3HAYMMBIX
pa3IN4Yni.

N3yuenne KIMHUYECKOTO TEUYEHHUs 3a00JIeBaHWS B 3aBUCUMOCTH OT
TCHETHYECKOTO HMCCIIEIOBAHUS TMMOKA3aJ]0 OTCYTCTBHUE CTATUCTHYECKH 3HAYMMBIX
paznumunii y HLA B51 no3utuBabiX 1 HLA B51 HeratuBHBIX nanueHToB (Tabauia

6).

Tabmuua 6- Knunwnueckue npusuaku bb y HLA B51(+) m HLA B51(-)
MAIMEHTOB.

KinuHnyeckuii mpu3HaKk HLA B51(+) HLA B51(-)
4 n=6

6

AdTO3HBIN CTOMATUT

VYBeur

SI3BBI TEeHUTAIUN

Aptpur

ITopaxxenune XKKT

ITopaxkxeHnne nmoyex

[Topaxenue [THC

OUUIUIAMUT

[10710KUTEJIBHBIN TECT ATEPTUU

n=
4
5
3
5
VY3noBaTas spurema 3
0
1
0
0
2
1

NI~ OINRFPRIOW oo~

Tpom603
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| TlopaskeHue KoXH KPOMe y311.9p. | 1 | 2

CornacHo TaHHBIM TaOJUIIBI 6 MOKHO JIMIIb MPEANONI0XKUTH , YTO YBEUT
qarie pa3suBaercs y HLA B51(+) nanuenrtos, a nopaxenue [{THC, s3Bb1
TeHUTAINN, TPOMOO3bI, MOPAKEHUE KOKHU IIOMUMO Y3JI0BATON SPUTEMBI OBLITH
oonee Xapakrepusl aas HLA B51(-) mum.

Crnemyer OTMETUTH, UTO MOJOKUTEIBHBIN TeCT maTepruu ObuT OoJiee
Xapakrepen st HLA B51(-) manueHTOB.

VY unThIBas TaHHBIE TAOIUIEI 6 MOYKHO TIPEANOIOKUTD YTO Yy HAIIUX
ucciemayeMbix auil 6one3nb bexuera umena 6onee Tsokenoe teuenne y HLA B51
HeraTuBHbIX Jul. [lopaxenue LIHC ormeuanoce y Hocuteneit HLA B*15 u HLA
A03. Pa3Butue TpoM0O03a Tak ke uMesno Mecto npu HocutenabctBe HLA B15 u
HLA A03, u npu n3011MpoBaHHOM HocHUTeNbeTBE B15. M0XXHO peAnoaoxkuTs ,
YTO HOCUTENbCTBO JaHHBIX reHoB Y HLA B51(-) mauueHnToB ¢ 601€3Hb10
bexuera BO3MOXKHO yBEJIIMUUBAECT PUCK PA3BUTHUs pa3BUTUA HENMpo-bexuera u
TPpOMOO30B, YTO B CBOIO OUYEPE/Ib JAACT MPEANOCHUIKY IS JaTbHEHIITUX
UCCJIEOBAaHUN B JAHHOM HaIlpaBJICHUH.

Tak ’xe UHTEpECHO TO , UTO y MAIMEHTA KEHCKOT'O M0JIJa OCHOBHOM T'PYIIIIbI
C HAJIMYMEM HOCHTENbCTBA TakuxX reHoB, kak HLA B51, A03 u B27 nmeno mecTto
OwarepabHOE MOPAKECHUE TI1a3, C PA3BUTHEM MAaHYBEUTA U MPOTPECCUPYIOIICH
MOTEpEeN 3pEHHUs.

HecMmoTps Ha TO 4YTO B OCHOBHO# TpyIIie UCCIEI0BaHUS TIPeoOIagain
HLA BS51 HeraTuBHBIC U1, UMEIIO MECTO HOCUTEILCTBO IPYTUX OOJIC3HB
bexuera accounnpoBaHHBIX T€HOB, CPEU JIUI] OCHOBHOM TPYIIIbI TPeo0Iaaano
HocutensctBo HLA B51, HLA A03, HLA B15. Beuay toro , uto HLA B15 He
OB BBISIBJICH B KOHTPOJILHOM TPyIIe , MOXKHO MPENOJI0XKUTH , YTO OH ObLIT
Oosee crienduyeH 1715 00JIBHBIX ¢ 00JIe3HbIO bexueTa B Hame BeiOOpke. boiee
TsDKEJI0€ TeueHHue 3a0oneBanust ormeuanoch y HLA B51 neratuBHbIx
NaIMEeHTOB, C IPYTUMH CIIeNU(PUIECCKUMU T€HAMHU, & UMEHHO COUETaHHE
HocutenscTBa HLA B15 u HLA A03.

3.7 AaropuTm JieyeHus1 NANUEHTOB ¢ 00J1e3HbI0 bexXueTra B 3aBUCMMOCTH OT
TSAKECTHU 3200/1eBaHUs] U KJIMHUYECKUX MPU3HAKOB

Bce mammeHThl OCHOBHOM TPYNNbl MCCIACAOBAHUSA TMPUHUMAIHN JICUCHUE
COTJIACHO TIPOTOKOJIY, B 3aBUCUMOCTH OT AKTHMBHOCTH U TSIKECTH 3a00JICBaHUS.
Jleuenue Bxirouano B cedst npuem HIIBC, 'KC, nutoctaTukoB, J1e3arPeraHTos,
AHTUKOAryJIsIHTOB, CHUMIITOMAaTUYECKON TePanuu. I[lalmeHT ¢ CoYeTaHHBIM
nuar€o3oM 0osie3Hu beXuera u AHKUIO3UPYIOMIUM CIIOHUI0APTPUTOM MOJTyda
TaPreTHYIO Tepanuto, npenapat AnanuMmymad o cXeme (pucyHok 19).
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MKC AszatmonpuH  UumknocnopuH KonaxmumH Apannmymab
A

Pucynoxk 19- ba3zucnas Tepanus nanueHToB ¢ 0one3Hbio bexuera

Ha ocHOBaHMM Pe3ysbTaTOB MPOBEICHHOI'O HAaMHU JIMTEPATYPHOTO IOCHKA
ObTn  00paboTaHbl 16 paHIOBU3UPOBAHHBIX HCCIEIOBAHUM TOCBSIICHHbBIC
jJeueHuro Oone3Hu bexdera, BKIIOYaBIIME B ce0d MeTaHAHAIU3 W
CUCTeMaTH4YeCKhue O0030pbl, a TaK € ObUIM PAacCMOTPEHBI KIMHUYECKHE
pEKOMEHJAIMK 0 BEACHUIO TAIMeHTOB ¢ Oosie3Hbio bexuera. B nmanmbHeiem
OBLJIO MPOaHATM3UPOBAB MOJy4YaeMoe JICUCHUE MCCIICOBAaHHBIX HAMH MMAIlUEHTOB
1 ero 3(p¢peKTUBHOCTh, B pe3yJibTaTe HaMH ObLI Pa3PaboTaH aJrOPUTM JICUCHUS
MarMeHToB ¢ Oone3npio bexdyera. OcHOBaHWeM s anropuTMa ObLTa B3ATA
KIaccu(ukanus  CTETeHH TsbKecTH  OosiesHM  bexdyera  mpemjiosKeHHHAS
Ch.Zouboulis et al. [87] (pucynok 20,21,22) , pe3ynbTaThl paHAOBU3UPOBAHHBIX
MHUPOBBIX HCCJICIOBAaHUH W KIMHUYECKHe pekoMeHmanumu [132,133,136-
147,149,150,155,166-169,170-174].
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3AKJTIOYEHHUE

YuuThiBas Haluuue Psifa CIOXHOCTEW B JuarHoctuke Oosie3nu beXuera,
BBICOKYIO JIETAIBHOCTh U MHBAIUAN3AIMIO , OTCYTCTBUE HCCIEAOBAHUN JTaHHOU
narojorun B KazaxcraHe, u3ydeHHUE KIMHUKO-TEHETUYECKUX OCOOCHHOCTEH
0osie3nn bexuera npeacraBuio O00IbIION HHTEPEC.

Hamu 6b110 poBeIeHO OJJHOMOMEHTHOE TIOTIePeYHOe UCcClieJoBaHUE Ha 0ase
HUUTO, KasHUU rnazueix 6onesneit, XKJb. UccnenoBanue He MPOTUBOPEUNIIO
npuHIMnamM XeJIbCHHCKOH JIeKIapalyy U ObII0 0100PEHO JTOKAIBHBIM ATHYECKUM
koMUTETOM AO «MeIuIMHCKOTO YHUBEPCUTETA ACTaHAY.

OCHOBHYIO  TPyINIly  HCCIEIOBAHUS  COCTaBWJIU HAllUEHTBl  C
BePU(UIIMPOBAHHBIM AMArHo30M Ooiyie3HU bexdera, B konmuecTtBe 21 denmoBek.
I'pynmy cpaBHeHus coctaBuiu 10 4yenoBEK C €IUHUYHBIM CUMIITOMOM B BHJIE
Y3JIOBATOM 3PUTEMBI.

Kpurtepuem BritoueHust siBuiicsi BePuduirpPoBaHHbii quaruo3 bb, koTopsiii
yCTaHaBIMBaJICsA Ha ocHoBaHmu kpurepueB International Criteria for Behchet's
Disease ICBD 1990 u 2014 roga. Kputepuem uckitoueHus ObUT BO3PACT MOJIOKE
18 ner (N=1).

VY BceX manueHToB ObLI MPOBeeH cOop kano0, aHAMHECTUYECKUX JTaHHBIX
3a0o0sieBaHus; OOBEKTUBHBIM OCMOTP, BKJIIOYABIIMN B Ce0Sl OLIEHKY COCTOSHHUS
OTOPHO-JBUTATEIbHOTO amnmapaTta. Tak >ke Bce ManuMeHTaMm ObUl TIPOBENEH
O TAIIBMOJIOTUYECKU OCMOTP, C TPOBEJACHHEM HHCTPYMEHTAIbHBIX METO/OB
UCCIIEIOBAHUS: 0(TaTbMOCKOIIHH, BU30METPUH, OMOMHKPOCKOIIHH,
YIBTPa3BYKOBOTO UCCIICIOBAHMS TJ1a3, TOHOMETPHUH TJia3, aBTOPedKePaTOMETPHH.

Hapsimy ¢ sTuM, BceM mammeHTaMm OBbUTH TPOBEIEHBI OOIIEKINHUYECKHE
n1aboPaTOPHbIE METObI IUATHOCTUKH, BKJIIOYAsl MCCIIEIOBAaHUE TEMOCTa3a, ObLIN
uccieoBaHbl BordaHouHblid aHTUKOoAryiasHT (LAIL, LA2, coorHomenne LAL/
LA2), Tak e ObUTH HCCIIeIOBAaHbI aHTUKAPAMOIMIMHOBEIC anTuTena Ig G u M. Y
JIECATHU TAIIMEHTOB U3 OCHOBHOM TPYIINBI U TPYMIbl CPAaBHEHUS ObLI MPOBEICH
3a00p TEHETHMYECKOro Marepuajia U NPOBEACH TeHeTHYecKui aHamu3 | kiacca
MHC. Cratuctuueckass o00paboTka  JaHHBIX  TPOBOJIMUJIACH  COTJIACHO
OOIICPUHATBIM HAa OCHOBAHMHU CTaTHCTHYecKoro makera IBM Statystics 21
BepcHsl.

WccnenoBanHbie HAMH TAIMEHTH OCHOBHOM TPYIINBI OBLIK B Bo3pacTe oT 19
no 66 ner, MeauaHa Bo3pacTa PaBHsUIach 36 TrojlaM C HMHTEPKBAPTHIBHBIM
pazmaxom 28-50,5, 4TO COOTBETCTBOBAJIO MOJIOJIOMY U CPEIHEMY BO3PacTy
cormacHo rpagaiuu  BO3. B rpynne cpaBHeHUsT MeaMaHa —Bo3pacTa
UCCIIEIOBAHHBIX JIMI[ COOTBETCTBOBaja 28 rojgam ¢ 24-54 WHTEPKBaPTUIbHBIM
pazMaxoMm, ¢ MUHUMaJbHbIM 3HaUY€HUEM 18 JIeT 1 MaKCUMallbHBIM 3HaYeHUEM 58
JIET.

N3yuas renpepHoe pacripesesreHue ObUIO BBISBJICHO, YTO JOJS MYXXKYUH U
KEHIIMH B HCCIIECIOBAHHON BHIOOPKE HE HMeEJIa CTaTUCTUYECKH 3HAYUMBIX
paznuuuii u cocraBuia 47,6% ynui mysxckoro nosa ¢ 95%/J11 28,3-67,6% u 52,4%
c 95%JI1-32,4-71,7% nui )keHCKoro mosia. B To BpeMsi kak B KOHTPOJBHOMU
rpynmne aoss Myx4yuH coctaBwia 54,5 %, nonst xeHmuH coctaBuia 45,5 %.
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CpaBHHUTENBHBIN  aHAIW3 KAYECTBEHHBIX TMEPEMEHHBIX 10 TEHICPHOMY
pacrpeeieHnio CPeau JIMIl OCHOBHOW TPYMIBI M TPYIIBI CPAaBHEHUS TAKXKE HE
TOKAa3aJl CTATUCTUYECKHU 3HAYMMBIX Pazmuuumii, x2=0,139, df=1, p=0,710.

N3ydenuss STHUYECKOM  MPUHAMJICKHOCTH  TOKazaino, uto 85,7%
HCCIICIOBAHHBIX NAIlMEHTOB OBLIM Ka3aXCKOW ATHUYECKOM NPHHAIJICKHOCTH C
95% JI- 65,4-95%. 9,5% wncciaenoBaHHBIX JUI OBUIM CIIABSHCKOM ATHHYECKOM
npuHaIexkHOCTH ¢ 95% JIN 2,7-28,9%. 1 nauueHT- KopercKkor HallMOHATBLHOCTH,
yro coctaBwio 4,8% (95%J11-0,8-22,7%). B rpymnme KOHTPOJS 3THUYECKOE
pacnpenenieHre COOTBETCTBOBAJIO TAKOBOMY B OCHOBHOW TPymIie: JOJS JIUIL
Ka3aXCKOW HaIMOHaJIbHOCTHU cocTaBuiu 81,8 %, pycckoii HarmoHanbHOCTH 9,1 %,
Koperickoil HanmoHanbHOCTU 9,1%. IIpeacTaBneHHble TPYMNbI HE PA3HOPOIHBI U
COTIOCTaBHMBI 10 BO3PACTY, IOy U STHUYECKOMY PacIpe/IeICHHUIO.

[Ipu u3yyenuu nedrora 0oxe3nun bexuera y uccinenqoBaHHbIX 00IBHBIX ObLIN
MOJIYYEHBbI CJEAYIOIIME Pe3yJbTaThl : CaMblii MOJOJIOM BO3PAcT Je0roTa UMEN
MecTo B 16 JieT, B TO BPeMsl KaKk MaKCUMaJlbHbIA ObLI 3aPerucTPUPOBaH B S5-I
nekane Ku3Hu, Me=28 romam npu 3ToM y 50% mManMeHTOB NEPBUYHBIE
KIMHAYECKHUE TPOSBICHUS 3a00J€BaHUS COOTBETCTBOBAIHM OOINEC NMPUBEAEHHBIM
TaHHBEIM Bo 2-3 nekazae ku3Hu, Q1=20 nmet, Q3=38 mer. Hamu ObIN BBISABICHBI
CTATUCTUYCCKH 3HAYMMBIC Pa3audusi IO 4YacToTe adTO3HOTO CTOMATHTA, SI3B
TCHUTATUNA M TOPaXeHUs] CyCTaBOB. AQTO3HBIM CTOMATHUT KaK IEPBUYHBIN
KJIIMHUYECKUH MPU3HAK CPEIN JIUIT )KEHCKOTO Tojla uMen MecTto B 72,7% cimydaes
c 95% JI1-43,4-90,3% , B TO BpeMs Kak CPeaud MY)XYWH JaHHBIA CHMIITOM B
nebrore Habmopanca aub B 10 % ciydaes ¢ 95% U= 1,8-40,4%. ¢?=8,416,
df=1, p=0,004, npu 3TOM OBLTa PaccYMTaHa CPETHEH CHIIBI B3aUMOCBSI3b )KEHCKOTO
moJyia ¢ pasBuTueM adTo3HOTrO cromMatuta B nedrore ¢= -0,633, p=0,004, Oll=
0,042 ¢ 95% J1=0,004-0,485. Hamu Obu1 paccuutad KodPUIMEHT
HeonpeaeneHHoctu=32,4, p=0,002, corinacHo KOTOPOMY JaHHbIE (PaKTOPBI PUCKa
MO3BOJISIIOT COKPATUTh OMIMOKY IMPOTHO3MPOBAHUS HMCXOAA. SI3BBI T€HUTAIHMA
MMEJIM MECTO TOJIbKO CPEIX JIUI dKEHCKOTr0 MoJia U COCTaBUIIM YacTtoty 36,4 % c
95% JN=15,2-64,6%, x*=4,492, df=1, p=0,034, cpeaueii cuibl B3aUMOCBS3b
JAHHOTO TIEPBUYHOTO KIMHUYECKOTO0 TIPW3HAKa C JKCHCKUM II0JIOM (=-
0,462,p=0,034, Koapunuent neonpeaeneanoctu=29,5, p=0,014. B To Bpems kak
ne010T 3a00J1€BaHMS C MOPAKEHUEM CYCTAaBOB MPEUMYIIECTBEHHO HMEI MECTO y
50 % marnueHnToB My>Kckoro mosa ¢ 95%11=23,7-76,3%, B cpaBHenuu ¢ 16,7%
cpenu ymm keHckoro moma y2=4,295, df=1, p=0,038, ¢= +0,452,p=0,038,
Koadhdumument neonpenenennoctn=18,2, p=0,033. Cpenu mnpoBommpyrommx
(bakTopoB npeobaaganu nHGEKIHUOHHbIE 3a001eBaHus U cTPecc, coctaBisist 38, 1%
KaXKIbIH.

N3yuas knmuHndeckoe TeueHue 0ose3Hn beXuera Obuia BhIsSIBIICHA Pa3auyHas
CTEMEeHb TSDKECTH M TeueHUue 3a00JeBaHMsI CPEIM HUCCIEIYyeMbIX JIHII.
JlmutenbHOCTH 3a00J1eBaHus BappupoBaia ot 1 roga o 43 net, mpu 3ToM MearaHa
cocTaBujia Bcero 6 JIeT, B TO BPeMs KaK MHTEPKBaPTUIIBLHBINA Pa3zMaX BapbUPOBAI
ot 2 a0 29 ner. B uccienoBaHHON HaMKU BBIOOPKE MOPaKEHHUE CYCTaBOB MMEJO
Mecto B 100% ciydaeB, 4TO MO3BOJWJIO HaM IMPEAMNOJIOKUTh 4YTO Y BCeX
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UCCIIeMyEeMBIX JHUI] TeueHue Oone3Hn bexdyera wuMeno reHepan30BaHHBIN
Xapaktep. Y 66,7% (95% W 45,4-82,8 ) mamueHTOB uUMeEIH Ooliee
reHepain30BaHHy0 cumMnrToMatuky bb ¢ 5 u 6osee KIMHUYECKUMU TIPU3HAKAMU,
B To Bpemsa kak 38,1% (95%JAU 20,8-59,1) umenun Bcero aumpb 3 uaud 4
KIMHUYECKUX TMPU3HaKa. M3yueHue KIMHUYECKOTO TEueHHs 3a00JeBaHUs B
3aBUCUMOCTH OT T'€HJEPHOro PacrnpeneseHusl mokasaao, 4TO y BCeX MaleHTOB
MY>KCKOTO T0JIa B MATOJOTUYECKUM TPoliecc ObLIIM BOBJIEUEHBI OPTaHbl 3PEHUs, C
MOJIOXKUTENILHON CPeHEN CHUITON B3aMMOCBSI3U MEXTY MYKCKUM TI0JIOM U YBEUTOM
¢=0,462 p=0,034 xoaddurment Heonpeneaeanocty 29,5 p=0,014.

[IpoBeneHHass HaMH OIEHKA MOPaXKEHUs TJla3 y MalHMeHTOB € OO0JIE3HBIO
beXuera nokasana, 4To BOBJICUYEHUE IJ1a3 B MATOJIOTMUYECKU TPOLIECC UMETIO MECTO
KaK B Jie01oTe , coctaBisis 23,8% ucciaenoBaHHbIX manueHToB (95%/U1 10,6-45,1),
TaK M B TIEPBBIE T'0JIbI 3a00eBanus, 57,1% nccnemyemsiX jui (95% AU 36,5-75,5)
B MOCJIEIYIONIEM B MATOJIOTUYECKUHN MPOIecC ObUIM BOBJICYEHBI OPraHbl 3PEHUS.
Menuana cpoka pa3BUTHS yBeUTa OT JeOr0Ta 3a00JeBaHus y TaHHOW KaTEeropuu
manmueHToB coctaBuiaa 1 rox (Q1=0,7; Q3=2,0).Ilopaxkenue waiie HOCHJIO
JIIBYCTOPOHHEE MOPa)XCHUE C PAaBHOM YaCTOTOW BOBJICUYECHUSA B NATOJOTHYECKUU
MpoIecc Kak IMEePEeJHero, TaK M 3aJHEro CerMeHTa IJia3a, JOJs MaleHTOB
UMEIOIINX TOoPake€HHUE TMEePEeIHEro cerMenTa riasza cocrasuia 42,1% ¢ 95% AU
23,1-63,7%, B 1O BpPems kak 31,6 % marmumentoB 95% JIM 15,4-54% wumenu
Nopa)keHUe 3aJHEr0 CerMEHTa TJla3a, a 4yacToTa MaHyBeuTa coctaBmia 15,8% c
95% U 5,5-37,6%.Tsokecth ToOPakeHHWs] TJ1a3 HE WMENa B3aUMOCBS3h C
JUTMTENTLHOCTRIO 3a00J€BaHUS W BEPOSITHO ObUia OOYCIIOBIIEHA TSKECTHIO
3a00J1€BaHUSI.

[Ipu u3yuyeHun naOOPATOPHBIX METOAOB HCCIEIOBAHMS ObUIM IMOJTYYEHBI
CIeAYIONINE Pe3ybTaThl: y UCCIEAYEMbIX MallMCHTOB ObLJIa BHISABICHA aHEMHUS B
38% cnydaeB, u3z HuX 23,8 % cocraBWwia TUNOXPOMHAs aHemMuss u 14,2
HOPMOXPomHast aHemusi, B 28,5% ciayyaeB OTMeHalcs SPUTPOLIUTO3,
TpomOouTOonIeHUs uMmena mecto B 4,7 %, tTpom6o1uTo3 B 33,3%, JeKOUUTO3 B
52,3 %, no3unowius B 4,7%, noBbiieHHe yPoBHs OazoduioB B 4,7 % wu
yckopenre COD B 42,8% cinyuaeB. MccienoBanue OMOXMMHYECKOrO aHajIu3a
KPOBU TakKe Tokasana Hecnenuduueckue nameHnenus B 14,2% umena mecto
runepraMMarioOyJIMHeMusi, TUTIEPrauKkeMusi umena mecto B 28,5%, ocrajabHbie
nokasarenu ObUIM B mpenenaX pedepeHTHBIX 3HaueHud. Hapsiay ¢ stuMm, Bcem
uccieayeMbiM nanrentam onpenensiv yposau CPb u P®. V 47,6% nanueHntos
(95% M 28,3-67,6) CPb 6b11 moseimien (Me=19,5 (Q1=9,47; Q3=41,8), B 1O
BPEMsI KaK CJIy4aeB MOJIOKUTEILHOTO PD BBISIBIIEHO HE OBLIO.

[Tonydyennsle HamMu Pe3yJibTaThl HCCIENOBAHUS IJIA3MEHHOTO T'E€MOCTa3a,
MOKa3aju, 4TO MalMeHThl ¢ 00Je3HbpI0 bexXueta umenu W3MeHEeHUs MoKazaTeyeu
KoaryjorpaMMbl B CTOPOHY THUMEPKOAryJsAlMd, B YAaCTHOCTH Yy MAIlMEHTOB C
OCJIO)KHEHHEM B BHJE TPOMOO30B, MPU3HAKU TUIMEPKOATYJSLIHUU OTMEYAIUCh Y
4,7% wuccaexyeMbIX Jgull. by BISIBICHBI HATMYKUE B3aUMOCBSI3H CPEAHEHN CUIIBI
ypoHs I[ITU ¢ xonudecTBOM KIMHUYECKHUX MPOsBICHHUM 3a0oneBanus, p=0,515,
p=0,017. Paccunrannsiii ko3 puireHT nerepmunanuu Pasusiii 17,4% mnosposusier
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caenatbh BbIBOA O TOM, 4yTo u3MmeHeHus ypoBHs IITU B 17,4% o0ycnoBieHsl
KOJIMYECTBOM KJIIMHUYECKUX CHUMNOTOMOB 3a0osieBaHus. [lamueHTsl umeroiine
OCJIO)KHEHMS B BUJIE TPOMOO30B UMENH 00Jiee YKOPOUEHHbIE 3HaueHus ypoBHs [1B
u=11, z=-2,065, p=0,039 u nmokazareneit MHO U=12; Z=-1,976; p=0,048. Taxk xe
ObUTM BBISIBIICHBl CTATUCTHUUYECKHM 3HAUYMMbIC KOPPEISIUMOHHBIE B3aUMOCBSI3U
MEXIy JTUTEILHOCTRIO 3a00sieBanus U ypoBHeMm LAL, p = -0,437, p=0,047, npu
ATOM JJIUTEIHLHOCTH 3a00JI€BaHUs TaK K€ KOPPEIPOBaIo ¢ cooTHomeHnuem LA
1/ LA 2, p=-0,452; p=0,040.

AHanu3upys NoJy4eHHbIE Pe3yNIbTaThl TEHETHUECKOTO HCCIIEIOBAHUS OBLIO
BBISIBJIEHO YTO B OCHOBHOM rpyrmme HLA B51 no3utuBHbIE NalueHTHI cOCTaBUIIN 4
gyenoBeka, HLA B51 HeratuBHbie 6 COOTBETCTBEHHO. B KOHTPONBHON TPyMIE
Hocutenu HLA B51 no3uTuBHBIE JIKIIa COCTABUIIM 2 YETIOBEK.

CoryacHO JaHHBIM aHAM3a KIMHUYECKUX NPH3HAaKkoB Oone3sHu bexuera y
HLA B51(+) u HLA B51(-) narrieHTOB. MOKHO JIUIIIB TIPS/ IIOI0KHUTD , UTO YBEUT
yame pa3suBaercsa y HLA B51(+) manmentoB, B To BpeMs kak nopaxenue [THC,
SI3Bbl TEHUTAIIUM, TPOMOO3bI, MOPAKEHUE KOXKU IIOMUMO y3JI0BATON SPUTEMbI ObLITH
oonee XapakTepubl s HLA B51(-) nmui. Cieyer OTMETHTD YTO IMOJIOKHUTEIbHBIH
TecT natePruu OnL1 60Jee Xapakrepen it HLA B51(-) manuenTos.

Taxke ObUIO BBISIBIEHO YTO MAalMEHTHI C OoJyie3HbIO bexyera SBISUIHCH
HOCUTEISIMU W JAPYTUX cHernudUUHBIX TeHoB , TakuX kak A*26:01:01:01 ;
B*52:01:01:02 ; A%*03:01:01:01 ; B*15:01:01:01 wumeromue CUIBHYIO
accoruanuio ¢ 6one3npro bexdera [53,67,73,76] . 3 maruenTa ObUTH HOCUTEIISIMA
tosibko B*51:01:01:01 ;1 mamuent B*51:01:01:01 u A*03:01:01:01,; 3 manmenTta
A*03:01:01:01 u B*15:01:01:01, 1 mnamument B*52:01:01:02; 1 mnamuent
A*26:01:01:01; 1 marmmenT ObuT HOCUTENEM M3oaupoBanHoro B*15:01:01:01 .V 3
MalMeHTOB  OBLUIO  BBISIBICHO HOCUTEIBCTBO T€HA, XapPaKTePHOro  JJis
cepoHeraTuBHBIX crioHauIoapTpuToB HLA B27, 2 U3 HUX ABISITMCH HOCUTEISIMUA
Tak >xe B51: 1 mamueHT U3 KOTOpBIX OBbLI KEHCKOro 1oJia, ¢ OuiarepaibHbIM
naHyBeuToM Hu siBisiics Hocutenem HLA B51, A03, B27 .

B xoHTpONBHOI rpymme 2 nanueHToB ssBUinch HocuTenssMu A03; 1 manueHt
SBUJICA HocutejieM B52; 2 mammeHToB SBUIHMCH HocuTensaMu B-51 u 1 u3 HuX
aBuiicst HocuteneM ¢ B51 B coueranun ¢ A26 u B27.

Ha ocHoBaHuM mONy4YEeHHBIX [PE3yJbTATOB MCCIENOBAHUS HaMH ObUIH
Pe3tOMUPOBaHBI CIEIYIOIIHE
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BbBIBO/bI:

1.0coGennoctsamu nedrota Oonesnn bexuera y skeHIUH ObUTH aTO3HBIHN
cromatut (72,7% , p=0,004, OIl= 0,042 ¢ 95% JAN=0,004-0,485) u s3BHI
reautaanii (36,4 %, p=0,034,0=-0,462)./IcOroT 3a0ojicBaHUS y MAIMCHTOB
MY?CKOT'O T0Jjia MPOTeKaal MPEeUMYIIECTBEHHO ¢ MoPakeHueM cyctaBoB (50% c
95%A1=23,7-76,3%, df=1, p=0,038, ¢= +0,452,p=0,038, )

2. Knunnueckoe TedyeHue OosiesHu bexdera y wuccienyeMbiX OOJBHBIX B
JUHAMUKE MUMEJIO FreHePalln3PBaHHbIM XapaKkTep ¢ BOBIICYEHUEM B TATOJIOTUYECKHI
nporecc Pa3IuyHbIX opraHoB M cucteM ( adTo3HbIM cToMaTuT - 95,2%; s3BBI
reauTanmii  76.2%;  yBeur  81%;y3noBatas  sputrema  61,9%,apTpur
100%;smumuaumut 14,3%; mopaxxeHue >KeIyI09HOro KuinewHoro tpakra 4,8%;
IeHTPanbHON HePBHOM cucTeMbl 14,3%; mouek 14,3% u koxu 33,3%)

3.IlopaxeHue rna3 y malueHTOB ¢ OoJjie3HbIO bexdyera B OOJBUIMHCTBE
CJIy4aeB MMEJI0 OMIaTePaabHBINA XaPakTep, ¢ MoPaXeHHeM Kak repeanero (42,1%),
tak u 3agHero (31,6%) cerMeHTOB ri1a3a, a Tak e Pa3putueM nanyseuta (15,8%),
MPUYEM YacToTa yBeuTa Obliia B 1,5 pa3a BEIIIC Y MY)KUHH, YEM Y KEHIIMH.

4. Y uccnenoBaHHBIX OONBHBIX ¢ 00JI€3HBIO beXduera BBIABICHO CHIDKCHHE
ypoBuss AUTB wu ysenumuenuwe ypoBHs I[ITU, (p<0,05), mpu 3TOM BBISBICHO
HaJIM4YKe B3auMOCBA3U cPenneii cuiibl ypoBHs [ITU ¢ konruecTBOM KIMHUYECKHX
nposiBaeHuit 3adonepanus p=0,515, p=0,017.

5. Cpenu BceX HcclieJOBaHHBIX O0JIbHBIX OCHOBHOMW TPYTINBI BBISBIICHBI T€HBI,
acCONMHPOBaHHbIE ¢ 00JIe3HBIO beXueTa, MPu 3TOM PEBATMPOBATIO0 HOCUTEIBCTBO
reHoB B51 u B 15 kak B M301MPOBAaHHOM BHJIE, TAK U B COYETAHHUU C APYTUMHU

Ir¢HaMH.
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NPAKTUYECKHUE PEKOMEHJIALIUUA:

1. [lpn wanmwmumm adTO3HOTO CTOMATHTA M SI3BEHHOTO IMMOPAKCHUS
CIIM3UCTHIX TEHUTAJINH Y JKEHIINH 00s3aTeIbHa KOHCYIbTAIMs PEBMAaTOJIOTa s
UCKIItIoueHus Oone3Hu bexuyera.

2. Bcem nmammentam ¢ yBeMTOM  00si3aTelbHAa  KOHCYJIbTAIIMS
peBmatoJora /it ucKiroueHus: 6oie3nu bexuera.

3. [Ipy HamMyuu TUNEPKOATYJIAIUOHHBIX HW3MEHEHUH reMocTasa
nanyeHTam ¢ 0oJie3Hpl0 bexdyera HeoO6Xoauma npoduiakTuka TPOMO030B.

4, IIpu npoBeaeHun JsedeHuss OONBHBIX ¢ OosesHbl0 bexdera
HEOOXOAMMO TPU BBHIOOPE TEPamuu YYHUTHIBATH MPEIOKEHHBIN alroPUTM
JICYCHMUS.
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Jlokaasabl Buoyrnkanbik 2

KOMHTETI KOMHTET

—— =

Brimucka u3 nporoxosia Ne 1
3aceganus JlokanpHoro BuoaTH4yecKoro KOMHTETA
AO «MeJHIHHCKHI1 YHUBEPCHTET ACTaHA»

ot 15 mapra 2018 roxa
Acrana, AO «MeIUIMHCKHE YHUBEDCUTET ACTAHA)

Hpncyrerosamn: Ilpencenarens Kommrera am.u.,, npod. Taxubaesa [I.C., cexperapp —
Bex6eprenora JK.B., wienk — K.M.H., npod. Xamuwer K. M., k.M.H. AkaHOB AB., K.M.H., IIOL.
bazaposa A.B., x.M.u., mon. HepOucamuna [A., am.H., npod. Jlatemosa H.A., k.M.H., joI.
Konoc E.H., a.M.H., npod. Mambernaesa b.C., k.M .H., go1. XKycynosa " 1.

KBopym — ecth.

IToBecTKa 3aceNaHHsI:

® PaccMOTpeHHe 9THYECKMX JOKYMEHTOB HAy4HOrO HCCICIAOBAHHA MAaruCTpaHTa
Heunebaepoii A.A. Ea temy «KmmHMKO-reHeTHUECKHE 0cOOeHHOCTH Gone3Hu bexuera B
CeseproM pernore Kasaxcrana». Pykosogurenp HCCIeA0BaHHA: K.M.H., JoueHT Kapuna
KK.

e Pasnoe.

Obcy:xaenue:
Beuiu paccMOTPEHBl JOKYMCHTLI Ha npeameT 3THYECKOM COBMCCTHMOCTH, TIPE/ICTABJICHHBIE Ha

paccMoTperre JloxanpHOro OHO3THYECKOTO KOMHTeTa Ha TeMy «KIIMHHKO-reHeTHYecKHe
ocobenroctr OosiesHu bexuera B CeBepHoM pernone Ka3axcranay u BRIHECEHO PELICHHE,

IIpunsaTOE pemenue:
Ono6puTh M pEeKOMEHOOBaTh K HMCIOJHEHHK) MEPONPHATHH IO BEIIOJHEHHWIO HAYYHOTO

HocnenoBards «KiMHAKO-reHeTHIeckHe 0cobeHHOoCTH Oonesnn Bexuera B CeBepHOM pernone
Kasaxcrana» c NOCACAYHOINUM MOHUTOPHHI'OM HCIIOJHCHHA C YYETOM 3THYCCKHX HOPM lIpH
TeCTHPOBAHHH OOBLEKTOB HCCAeAoBaHMS. HazHauuTh cenyioimee caymanue uepes 12 Mecsien
TI0 TIPeABapHTEIbHBIM Pe3y/IbTaTaM HCC/IE0BaHHS C Y4eTOM pexoMeHaauui JIDK.

Ipencenarens .C. Taxubaesa

KB BeKGepI:eﬁ'c;Ba; ey

Cekperapp
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