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ANHAMUKA KTIMHUYECKUX MPOABNEHWUW NMOCAE ONEPATUBHOIO
BMELUATE/IbCTBA Y MALUMEHTOB C BOJIESHbIO MOA-MOA

BeedeHue. bo/1e3Hb6 MOSA-MOA — 3Mo npozpeccupyroujee 3abosiesaHue, npusodAujee K 08ycmopoHHeli CmeHo-
mudyeckol OKKJ/I03UU M03208bix apmepuli. B nocnedHue 20061 Habarodaemcsi pocm 4Yucaa uccaedosaHud, cocpe-
domoyeHHbIx Ha 601e3HU MOA-Mos. Huskasa UHEHOpMUpPOBAHHOCMb, 8 800 O4epedb, NpUBOOUM K OMCpoyke
ycmawroeneHus mo4yHo2o duazHo3a nayueHmam ¢ 601e3H6t0 MOA-MOS.

Memodel. B uccnedosaHue gkarodeHo 25 nayueHmos ¢ duazHo3oM 60/1e3H6 MOA-MOS, HaXOOUBLWIUXCA HA /1e4e-
Huu 8 HayuoHaneHom yeHmpe Helipoxupypauu 3a nepuod ¢ 2013 no 2020 z2. MiccredosaHue Hocum pempochek-
museHelli, onucameneHsIl xapakmep. B aHaaus buiau ek04eHs caedyrowue Xapakmepucmuku nayueHmos:
nos, 803pacm Ha MOMeHmM NoCMAaHoeku Oud2HO3d, KOJUYeCma8o oNepamusHsIX 8Mewamesbcms, KAuHU4Yeckue
nposesneHusa 6ose3HU, nposedeHHoe ledeHue U e20 pe3ylbmamel. JUHaMuka oyeHuU8aaacs ¢ NOMOWbHO WKA
PsHkuHa u bapmenn.

Pe3ynemamel. [lepsuuHsie npoaeneHusa 60/1e3HU Xapakmepu3o8aaucs uwemudeckum uHcyemom (36%), 2e-
Moppazudeckum uHcynemom (28%), 2ono0sHoli 6os16t0 (20%), TVIA (8%) u cydopoxkHeimMu npucmynamu (8%). 13
nayueHmam nposeau onepamusHoe JiedeHue Ha cocydax ¢ 00HOU CMOpOHbl, 0OCMAabHbIM 12 nayueHmam npo-
ge/lu onepamueHoe 8Mewamesbcmao ¢ 08yX CMOPOH, 8 3a8UCUMOCMU OM CMOPOHbI U 8bIpaXXKeHHOCMU K/uU-
HUYeckux nposeaeHull nopaxxeHHsix apmepud. Mo wkane P3HkuH - 0, 8 200 nposedeHus onepayuu bel1o 16%
nayueHmos, a 8 2020 200y ux cmano 43,5%. o wkane bapmen udeHMUYHAA NOAOXKUMENbHAS MEeHOeHYUs.
B 200 onepayuu Hezasucumelx nayueHmos bbi10 — 48%, a 8 2020 200y k0/1U4ecma8o pe3Ko yseauyuoCs, NoKa-
3amesib docmue 78,3%.

3akroyeHue. 1o 0aHHLIM cepuu Hawux Habr0O0eHUl OCHOBHbIM KJAUHUYECKUM nposeieHuem 8 36% 6bbiiu
uwemu4eckue UHCYyJIbmel, pexe scmpedaromcs Opyaue nposieaeHus. Ommedaemcs 4emkas NOJOXKUMeNbHAs
JuHamuka nocsie xupypauqeckol pesacky/napusayuu nayueHmos, m.K. nposedeHHoe Xxupypau4qeckoe JiedeHue
no3g0ua0 npedomepamume passumue npozpeccuposaHus 3a60ae8aHus U NoseaeHUe N08MOPHLIX KAUHUYe-
CKux nposesneHuli HeAoCMamo4YHOCMU M03208020 KPOB0OOOPaWeHUS.

Knroyesbie cnoea: 601e3H6 MOA-MOS, UeMUYeckuli UHCY/Ibm, 2eMoppazuydeckull UHCY1bm, Xupypau4eckas pe-
8ACKYNIAPU3AYUA.

BeeaeHue. bone3Hb Mosi-most (BMM) 6bina Bnep-
Bble onucaHa B AinoHun B 1957 roay [1] v no3xe onu-
caHa B 1969 rogy [2] kak nporpeccupyrolee 3abone-
BaHWe, NPUBOAALLEE K IBYCTOPOHHEN CTEHOTUYECKON
OKKJIFO3UW  CYNMPaKINMHOWUAHbBIX 4YacTell BHYTPEHHUX
COHHbIX apTepuii (BCA) 1 npokcMManbHbIX OTAENOB
cpesHnx Mo3rosbix aptepuin (CMA) — M1 1 nepea-
HMX Mo3roBbix apTepuin (MMA) — A1. 3Ta natonorus
06bIYHO MPUBOANUT K PELUANBUPYHOLLMM ULLIEMUYE-
CKMUM WHCYyAbTaM W TPaH3UTOPHbLIM ULLEMNYECKUM
atakam (TWA). Co BpemeHeM oOpraHu3M nbiTaeTcs
KOMMEeHCMpoBaTb 3Ty MNPOrpeccMpyrolyro  uile-
MWIO MOCPEACTBOM aHrmoreHesa, popmupys bonee
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mMenkme wn cnabble KosnnatepasbHble COCYAbl. ITW
pbix/ible COCyAbl 6Oee CKIOHHbI K KPOBOTEUEHUIO
N MNO3TOMY OOBACHAIT remopparnyeckyto Gopmy
3abosieBaHVs. Ha aHrnorpaduu m3-3a 3TUX MENKux
KoAnaTepanbHbiX COCYAOB BugeH "kay6 abima“, %
%0 (MO-5) NO-AMOHCKM O3HAYaeT TyMaH AN AbIMKY,
4TO M AaeT Hayano 3TOMy Ha3BaHuto. BMM Hanbonee
pacrnpocTpaHeHa B ANOHWUM U Y UL, MOHFOJOUAHOM
pacbl. B finoHnn BMM ocTaetcs LWMpoKo M3BECTHOM
NPUYMHOM MHCY/IbTa Kak Yy AeTel, Tak U Y B3POCbIX,
C 3aperncTpupoBaHHON obLel 3ab0seBaeMOCTbHO
0,94 Ha 100 000 [3]. 3aboneBaHWe BCTpeyaeTcs pexe
B Apyrmx yactax mupa: 0,086 Ha 100 000 HaceneHwms
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B CLUA [4], B EBpOne ouyeHb pesako, NO3TOMY 3nuge-
muonorns BMM B EBpone He onuncaHa. B autepatype
OTCYTCTBYIOT AaHHble no BMM B KasaxcTaHe.

CuHgpom Mos-mos (CMM), Takxke W3BECTHbIN
Kak KBa3M-60/se3Hb MOS-MOs, ABAAETC POACTBEH-
HbIM, HO OTAEeNbHbIM PacCTPOMCTBOM, KOTOPOE Npea-
CTaBAsSIET COBON CXOAHYH KAMHUUECKYH M MaToNo-
rmyeckyto kaptuHy ¢ bBMM, Ho Bo3HukaeT Ha doHe
YCTaHOB/IEHHOrO OCHOBHOTO 3abo0/eBaHus, Takoro
Kak Hepodmnbpomatos Tuna 1, cepnoBUAHOKIETOU-
Haf aHemwus, cmHapom [ayHa n T.4. OfHOCTOPOH-
HWe HeMpoBacky/NspHble W3MEHeHWs, HarmoMuHa-
foWpMe MOfi-MOf, TakXke 4acTo kaaccuduumpyrotcs
kak CMM, nockoibKy KANHW4YECKOe ornpeaeneHune
BMM ykasbiBaeT Ha TO, UTO NaToNOrMA ABNAETCA ABY-
CTOPOHHe. [5]

OkoHuaTesbHbIM gnarHo3 BMM nosHocTbto oc-
HOBbIBaEeTCA Ha aHruo-apxurtektype. [nHamuue-
ckas npupoga BMM xopowo onucaHa v oueHeHa
aHrnorpadmyecknmmn cragmamm no wkane Cysyku
[6]. Paznnume mexay okoHuatenbHoi BMM u kBa-
3U-MOSI-MOsl C OCHOBHOU MaTO/IOrMen TakXKe BaXKHO,
Nockobky 3Tnosnorus BMM octaeTcs Hen3BecTHOW.
OfHaKo HeZaBHWIN NPOrpecc B reHeTMYecknx nccae-
[OBaHUAX M Ceponormyeckmx nccnegosaHnax bMM
NO3BOJIAET MO-HOBOMY B3[J/IAHYTb HE TO/IbKO Ha 3TNO-
nornto BMM, HO 1 Ha AMarHOCTUYECKYHO KOHLIEMLMIO.
RNF213 B 17g25-ter xpomocome fBASETCA BaXKHbIM
reHom BocnpunmMmumsoctn ana BMM cpegm Hacene-
HuUs BocTouHOM A3mK, 1 3TOT reH, Kak U3BECTHO, 3a-
METHO BblpaxkeH B nepudepnyeckmnx benbix Kposs-
HbIX KJIeTKax 1 cenesexke [7].

RNF213 koaupyetr 6enok c 5256 amuHokucio-
Tamu, asaaowmiica nepsbiM 6enkom RING (really
interesting new gene) nanbla XpomMocoMmsbl. oau-
mopdumam R4A810K (p.Arg4810Lys) B bGenke, Koaum-
pyemoMm reHom RNF213 B xpomocome 17qg25-ter
6bl1 MAEHTUOULMPOBAH Kak caMbli CUNbHBIN dak-
TOP TEeHEeTUYeCKOW MNpeApacnosoXeHHOCTM K BMM
B nonyasuusax BocTtouHon A3um ¢ MCnonb3oBaHU-
€M MOJIHOFeHOMHOrO CLenieHns 1 aHaamsa 3K30-
Ma [7, 8]. Tem He meHee, BapuaHTbl RNF213 He mo-
ryT ObiTb €4MHCTBEHHbIMWU ZAeTepMuHaHTamn BMM.
HeaaBHWe KAMHWMYeECKMe WCCiefoBaHUA MNoKasanw,
yto RNF213 — BapuaHTbI CBfi3aHbl He ToAbKO ¢ BMM,
HO W C BHyTpu4epenHbIM aTepockiepo3om [9] u cu-
CTEMHbIMWU COCYANCTbIMM 3ab0NEBAHUAMU, TaKUMU
KaKk CTeHO3 nepudepuyeckor JeroyHon aptepum
N cTeHo3 nodeuHol aptepun [10, 11]. bonee Toro,
He BCe nauueHTbl ¢ BMM nMeroT 3ToT reHeTnYeckunii
BapuVaHT. [eTepo3nroTbl MAN FOMO3WUTOTbl MO TeHy
RNF213 MoryT 3HaunTeNbHO pa3anyaTtbCs B MPOrHO-

3MPOBaAHUN KJIMHNYECKUX CMMMNTOMOB Yy MaLMeHTOB
¢ BMM 13 BoctouHom Azum [12].

WNHcynbT ABNseTCA BeyLwen NPUUYNHON Cepbe3HbIX
A/MTENBHBIX MHBaAUAN3aLMIA Y B3POC/bIX, €XKEroAHO
B MuUpe ymupaeT 6 MuaanoHos uenosek [13]. XoTs
WHCYNbTbl Y MOJOAbIX MaLMeHTOB CUYMTarOTCA pej-
KOCTb}O, HeJjlaBHMe MCCAeA0BaHNA nokasaau, YTo ux
yactoTa pacteT [14]. Monoable naumeHTbl C MHCY/b-
TOM MOTYT UMEeTb APYrol 3TMONOrMYeCcKNin Npodub
n bakTopbl pYcKa NEPBUYHBIX UAN PELNAUBUPYIO-
LMX UHCYbTOB MO CPAaBHEHWIO C MOXMWAbIMU Nauu-
eHTamun. OfHaKo nccnefoBaHMA, NOCBALLEHHbIE MO-
NOAbIM NauueHTaMm, CTpajaroLWwM OT UHCY/bTa, BeCb-
Ma CKyAHbl. MileMnyecknin MHCybT aBnseTcs Hanbo-
Nlee pacrnpocTpaHeHHbIM MPOABAEHUEM Yy MONOAbIX
noget ¢ BMM, a xupypruyeckas peBackynspusaLms
ABNAGTCA BTOPWUYHOW NPOPUNAKTUKON peLnanBOB
nHcynbTa. Mpu 3TOM He 0BHapYyXXeHO CBA3W MeXAy
PasNNYHbIMUN XMPYPrMYecKMMmn MeTogamm 1 NporHo-
30M Cpeau MOoNoAbIX naumeHTos [15].

JleyeHne BMM Bce elle ABNAETCA aKTya/bHbIM.
CyliecTByeT KOHCepBaTMBHOE JleYeHMEe WHCYNb-
TOB — OCNOXHeHW BMM. Pe3ynbTaTbl nokasbiBa-
0T, UTO XMpypruyeckas peBackynapusauma cratu-
CTUYECKN MPeBOCXOAMT KOHCepBaTMBHOE JeyeHune
B CHWXEHWW 4acToTbl pPeLuarBOB UHCyAbTa [16].
Xvpypruyeckme npouesypbl  peBackyaapusauunm
06bIYHO KNACCUDULIMPYIOTCA KaK MeTOAbl MPSMOro
AN HenpsMoro o6xoAHoro aHactomosa. OcHoBHas
uenb peBackyaapmsaumm - NpeAoTBpaTUTb peLnans
WHCyNbTa 3a CYeT COo3jaHnsa OBXOAHOro MyTn Kpo-
BOTOKa, TakMM 0Opa3oM CHUXKaeTCcA Harpyska Ha 13-
MeHeHHble cocyabl. VImetoTca ybeautenbHble Aoka-
3aTeNIbCTBa TOrO, YTO XMPypruyeckas peBacKynfapu-
3auumA, npeacTaBaaoWwas cobor cosgaHme npsMoro
06X0AHOro aHacToM03a, OCOBEHHO MOBEPXHOCTHOW
BMCOUHOW apTepun 1 CpefHelt MO3rOBOW apTepuw,
3pPeKTMBHA Y B3POC/IbIX MALMEHTOB C NLEMUYECKNM
BMM [17, 18, 19]. Mo AgaHHbIM MeTa-aHanu3a, Kyja
6bi10 BKAtoueHo 1050 nauymeHToB ¢ BMM, npsmoti
0b6xoaHOM aHacToMo3 bonee 3ddekTnBEH B NpesoT-
BpaLLEHMN remMmopparnyeckmx cobbITUn, YeM KOHCep-
BaTMBHOE sleveHne. TaknM 06pa3oM, MOXHO CKa3aTb
UYTO MpsSMOE LUYHTMPOBaHWe TOXe fABAAETCA OnTu-
Ma/IbHOW cTpaTernein Ans KANHUYECKOrO KOHTPOS
remopparuyeckort BMM [16].

Kak npasuno, BMM umeeT aBa nuka 3aboseBae-
MOCTU: OMH B NMEPBOM AeCATUAETUMN XU3HWU U OAMH
B yeTBepTOM. B 06LeHaLMOHaNbHOM AMOHCKOM WUC-
cnefioBaHUM HabatoAannCb NaLMeHTbl Yalle BCero
B Bo3pacTte oT 10 go 14 neT, CO BTOPbIM MEHbLLNM
nnKOM B BO3pacTe copoka net [20, 21].
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Lenb: onucatb KAMHMYECKME  MPOABAEHNA
Y B3POC/bIX NMaLMEHTOB C H0NE3HbIO MOS-MOS U OLie-
HUTb NCXOZAbl IeYEHUA MOCAe NPOBEAEHHOIO XMPYpP-
rMyeckoro BmellaTenbcTBa B «HaLMOHaNbHOM LieH-
Tpe Henpoxupyprmum» B KasaxcraHe.

Marepuanbl u metoabl. B nccregoBaHve BkArO-
yeHo 25 nmaumeHToB C AmarHo3om BMM, HaxopuB-
LWINXCA Ha fleveHun B HalMOHaibHOM LIeHTpe Hei-
poxupyprumn 3a nepuog ¢ 2013 no 2020 rr. Viccne-
[lOBaHWe HOCUT pPeTPOCMeKTUBHbIA, OmnucaTesbHbIN
xapakTep. B aHann3 66111 BKIOUEHbI ClesytoLme xa-
PaKTePUCTUKN NaLMeHTOB: NoJ, BO3PacT Ha MOMEHT
MOCTaHOBKM AMarHo3a, KOJMYEeCTBO OrnepaTuBHbIX
BMeLLaTeNbCTB, KAMHUYECKNE NPOsiBAeHUs HonesHu,
NpoOBeAEeHHOE leYeHne 1 ero pesyibTaTbl.

OueHrBanncb AOOMEpPaLNOHHbIE Xanobbl, Kau-
HUyeckrne nposBAeHna. PesyabTaTbl onepaTyMBHO-
ro JeYyeHna OLLeHWBANUCh M3YYEHWEM aHTMOrpamm
N MO KAVHWYECKUM W3MeHeHUAM. DPDeKTMBHOCTb
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peBacKynapusaLmmn oLeHnBanacb B paHHeM nocne-
onepaLMoHHOM Nnepuoje C MOMOLLLIO CeNeKTUBHOM
aHrnorpadum mam KT — aHrnorpadumm. Takxke oue-
HVMBann QYyHKUMOHaNbHBIA CTaTyC MauWeHTOB C Mo-
MOLLBH MOAMPULMPOBAHHON LWKanbl P3HKUH, WH-
aekca bapten. JuHamuka KAMHUYECKMX N3MEHEHW
1 GYHKLMOHANBHON aKTUBHOCTW OLeHMBaNach NyTem
TeNepOHHOro aHKeTMpoBaHMA. Y BCeX MnaLMeHTOB
6b1IM NONYyYEHbl pa3peLIeHNs Ha NCMOb30BaHNe nX
AaHHbIX.

PesynbTathbl.

BospacmHele u demoepaduyeckue xapakme-
pucmuku nayueHmos. B nccnepoBaHumn yyacTBo-
Basno 25 naumeHToB B BO3pacte oT 18 go 63 ner,
cpeaHuin BospacT naumeHTtoB 38,5 + 17,5 net. U3 Hux
16 >XeHWmH n 9 My>xunH, cooTHoweHme 1,78:1. Bce
25 naumeHTOB ABAAIOTCA rpaxzgaHamu KasaxcraHa,
n3 koTopbix 84% a3natbl  16% cnassaHe (guarpamma

1).

" AznaTel

" Cnapsine

[wnarpamma 1 — 2 rpynnbl NaLMeHTOB MO 3THUYECKON MPUHAANEXHOCTH

Mo ctenerHn nporpeccnpoBaHna BMM y Tpex na-
umeHTOB 6bI10 onpesgeneHo Suzuki Il ctagmu, 10 na-
umentos lll ctagun, 6 naumenTos IV ctagumn ny 6 na-
umeHToB V ctaguu.

MepBUYHbIE NPOABAEHUA N KAMHMYECKasA KapTUHa
BMM.

Y 9 naumeHToB (36%) nepBuM4YHbIE MpOsBIe-
Hua BMM 6biiM B BUAE WLLIEMUYECKOTO WHCY/b-
Ta, y 7 (28%) — remopparM4eckoro MWHCy/AbTa,
y 5 (20%) — ronosHon 60w, 2 (8%) — TMA ny 2 na-
umeHToB (8%) — B BMAE CYAOPOXHbIX MPUCTYNOB (An-
arpamma 2).
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I1epBw-|Hoe npoasneHune 6one3Hu mos-mos

W NWwemnyeckuit MHcynbT
nTUA
M [onosHble 6011

W FeMopparu4yeckuili UHCynbT
Cy[0pOHbIe NPUCTYbI

[Jwvarpamma 2 — MNepBrYHOE NposBieHne 60s1e3HN MOA-MOs

Bcem nayneHTam 6bl110 npoBeAeHO onepatnBHoe
BMELaTeNIbCTBO B BUAE NMPAMbIX 3KCTPAUHTPaKpPaHu-
a/lbHbIX aHAaCTOMO30B. B 3aBMCNMOCTM OT KOAMYecTBa
BMeELWaTe/IbCTB Ha O4HOro nauyneHta Mbl pasgenmnn
MX Ha ABe rpynnbl. rlaLl,VIeHTbI, KOTOPbIM [SE cae-
JlaHa onepauuna c OAHOI7I CTOPOHbI, U NauneHThbI, ne-

13,2

13
12,8
12,6
12,4
12,2

12
11,8
11,6
11,4

peHeclve onepaummn C ABYX CTOPOH. Takum obpa-
30M, 13 naumeHTam NpoBean onepaTMBHOE NeveHne
Ha cocyzax C OAHOW CTOPOHBI, OCTalbHbIM 12 nauu-
€HTaM NpoBen onepaTMBHOE BMELLATENbCTBO C ABYX
CTOPOH B 3aBMCUMOCTU OT MOPaXKEHHbIX apTepPUN.

Konunyecrso onepauumn

B CoaHoMCcTOPOHDI

M C gByx cTopoH

[Avarpamma 3 — Fpynnbl NaLMeHTOB B 3aBUCUMOCTM OT KOJIMYECTBA, NMPOBEAEHHbIX OrnepaLmni

®yHKUMOHaNbHAA aKTMBHOCTb MaLMEHTOB oOLie-
HMBanacb No wkanam PaHkmH n bapten npu nocry-
nneHmn B crauymoHap AO «HLIH» n npw Bbinucke.
Mpu peTpocrnekTBHOM aHaan3e UCTopuin HonesHu,
npv NOCTYMAEHUN N NPU BbINWCKe He 6blno pasnu-
yMi Mo AaHHbIM Wkanam. OZHaKo NMpu AOJrOCPOY-
HOM HabstogeHnn B cpaBHeHuUn ¢ 2020 r. oTMeyaeT-
Cs nonoXxuTeNbHaa AvnHamunka. OAnH nNaumeHT ymep,

npuyvHa cmepTn HemseecTHa. C ApyrMmM NaumeHToMm
CBA3b YCTAHOBUTb He YAanoCh. Y ONPOLUEHHbIX NaLm-
€HTOB MOBTOPHOIO MHCYAbTa He HabtAaN0Ch.

Ha anarpammax 4 1 5 npeacraBneHbl CpaBHUTEb-
Hble OLLeHKM MauneHTOB MO COOTBETCTBYOLLMM LUKa-
nam.
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OueHKa no WwkKane PaHKKUH

2020rop, 43,5

B rof, onepauuu 16 32
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[Jnarpamma 4 — OueHka no wkane PIHKUH

OueHka no wkKane baprten

2020ropn

B rog, onepauuu 48

0% 20%

He3aBucum

78,3

40%

16

e
I -
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Nerkasa 3aBUCMMoCTb

B ymepeHHana 3aBUCMMOCTb B BbipaKeHHaA 3aBUCUMOCTb

[Jnarpamma 5 — OueHka no wkane bapten

Kak BnaHoO 3 npeacraBaeHHbIx gnarpamm B 2020
rofy oTMeyvaetcs yaydweHve no GyHKLMOHa bHbIM
ncxogam. MNpu aHanmze 6annoB no wkane P3HKWH
y MauueHTOB, B roZ MPOBEAEHUs onepaLum Ha Co-
cyzax, 6osblue Bcero 661710 NaumeHToB ¢ 1 cTeneHbro
WMHBaNMAM3aLMM nocie WHcynbta — 32%. Yactota
BCTPEYAEMOCTU ApYrux cteneHen: 2 creneHb — 28%,
3 cteneHb - 8%, 4 cteneHb - 16%. be3 nHBanngHOCTH
16%. CTouT 06paTnTh BHMMaHME Ha TO, YTO MNPV OLLEH-
Ke cTeneHen nmHBanuamsauumm B 2020 rogy naumeH-
TOB C 4, CaMOl TAXE/ION, CTerneHbt MHBaAUAM3a-
UMM He 6bin10. KoimuecTBo e NaumeHToB Mo LKaje
PaHknH O n 1 Bo3pocno ao 43,5% v 39,1% cooTserT-
CTBEHHO. YacToTa BCTpEYaeMoCT ApYrux CTeneHenm:
2-4,4%, 3 - 13%.

Mpn oueHke nauveHTOB Mo Wkane bapten Ha-
6at04aeTCA UAEHTMUHAsA MONOXUTENbHAs TeHAEeH-
ums. B roz onepauum He3aBUCUMMbIX MaLMEHTOB
661710 — 48%, MerOLLMX Nerkyto 3aBUCMMOCTb — 16%,
yMepeHHO 3aBUCUMbIX — 20%, C BblpaXKeHHOW 3aBu-
cmmocTelo — 16%. B 2020 rogy kosnvuecTtBO Hesa-

BMCMMbIX MaLMEHTOB pPe3KO YBEeANYMIOCh, MoKasa-
Tenb goctur 78,3%. Vimerowmx nerkyro 3aBMCMMOCTb
4,35%, ymepeHHO 3aBUCKMMbIX — 13%, C BblpaXKeHHOW
3aBNUCUMOCTbIO — 4,35%. LWkanbl namepaoT GyHKLM-
OHa/IbHbIN CTaTyC NauUEHTOB, CIeA0BaTENbHO, YayY-
lleHMe MoKasaTeseil Mo LKanam CBUAETENbCTBYET
0 BO3pOCLUel akTUBHOCTM NaLueHToB. Takum obpa-
30M, OTMEYaEeTCA MOJOXUTENbHAA AMHaMWKa Mocae
XVPYPrnyeckon peBackynsapusaLmy nalmeHToB.

MpepactaBaseM BallemMy BHUMaHUIO KNNHUYECKUIA
cnyyari. MaymeHT, Mmyxckoro nona, 2003 r.p. nocty-
nun 21.07.2014 B HeMpoxmpypruyeckoe oTAesneHune
¢ >kanobamu Ha NpnctynoobpasHble roNoBHble 60K,
NepuvoMYeckyro MOTEPHD CO3HaHWSA, HapylleHue
peun, BbICTPYHO YTOMAAEMOCTb, CHUXKEHWE NaMATU.

B HeBposiornyeckom craTyce: CO3HaHue ACHOe
(15 6annoB no wkane koMbl Glasgow). AzekBaTeH,
OpPVEHTMPOBaH B MPOCTpaHCTBe 1 BpemeHn. OcTpoTa
3peHuns CyObeKTUBHO He CHWXeHa. HapylueHui vys-
CTBUTEIBHOCTM HeT. Cna MblLLL, KOHEYHOCTEW B HOpP-
Me. TOHYC MbILL, He CHUXXeH. [1ape30B He BbIABAEHO.
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Iny6okune pednekcol D=S, natonornueckme pedek-
Cbl He BbI3bIBatOTCH.
YnbTpa3BykoBoe uccnegoBaHue (Y3W) cocypos

3MpoBaHNE WHTPaKpaHWaNbHON 4YacTU BHYTPEHHeMN
COHHOW apTepum C 2X CTOPOH. YBesnUeHa INHenHas
CKOpOCTb KpoBoTOKa A0 9,5 M/c no obeum noseo-
HOYHbIM apTepusaM (puc. 1).

MI0S Tis

bo \)

PucyHok 2 — MPA ronosHoro mo3sra. BugHa menkas ceTb KonnatepanbHbIX COCYAOB

PucyHok 3 — CenektnBHas LepebpanbHas aHrnorpadpumsa

25.07.2014 6blna NpoBeseHa CeNekTUBHas Lepe-
6panbHas aHrnorpadus: rae BbisiBAEH CTEHO3 NPaBoOW
M NIeBON BHYTPEHHEN COHHOW apTepun Ha YPOBHe
cynpakanHonaHoro otaena. MpaBbld 1 neBbIV Ka-
POTUAHBIA HacceliHbl KPOBOCHabXatoTCs M3 MO3BO-
HOUHBIX apTepPUn Yepe3 KOPKOBbIEe KoJaTepasibHble
QHaCTOMO3bl, Yepes KoaNaTepasbHYHO CeTb U3 MENKMNX
MHOFOUNC/IEHHbIX apTEPUIA B Npoekuun Bunnvsnesa
Kpyra, a Takxe uyepe3 aHaCTOMOTMYECKME apTepuu
13 TBEPAON MO3roBoi 060J0YKM CripaBa W C/eBa.
Mo nonyyeHHbIM AaHHbIM Obln BbICTaBIEH AMArHO3:
BonesHb Mos-mos. Lledanrnueckuii cuHapom (puc.
3). 30.07.2014 npoBeseHa onepauuns: JIeBOCTOPOH-
HAS BUCOYHas KPaHWOTOMMUS, ABONHOM MUKPOXUPYP-

TMYECKNA aHaCTOMO3 MeXAy TEMEHHON W NOBHOM
BETBAMW JIEBOV MOBEPXHOCTHOW BUCOYHOMN apTepum
N KOPKOBBLIMW (BUCOUHOW 1 NOBHOW) BETBAMM JIEBOM
CpeAHen MO3roBoM apTepun.

MaumeHT BbINMCaH, 1 3ani1aHMpoBaH BTOPOW 3Tan
onepauuu ¢ npasoi ctopoHbl. OgHako, 10.12.2014
y naumeHTa Clyunaocb OCTpoe HapyLLIeHME MO3rOBO-
ro KpoBoobpalleHus no Tmny cybapaxHouganbHOro
KpOBOM3NMAHMA B npaBoM nosywapuun. 19.03.2015
B ycnosumsax AO HLH BbinonHeHa onepauwus: npa-
BOCTOPOHHSAS BUCOYHAsA KPaHWOTOMMWS, MUKPOXM-
pypruyecknii aHacTOMO3 MeXAy TEMEHHOW BeTBbHO
npaBoOl MOBEPXHOCTHOW BMCOUYHOW apTepum 1 Kop-
KOBOW BETBbIO MPaBOM CpesHEe MO3roBOl apTepum
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PucyHok 4 — CenekTnBHas LepebpanbHas aHrmorpadus (npsmas npoekuums) ot 26.03.2015 1.

26.03.2015 CenekTvBHas LepebpasnbHas aHrMorpadus: Ha NOAUMO3NLNOHHBIX CENEKTUBHbIX Liepebpasb-
HbIX aHrMorpaMmMax oTMeYaeTcs: ABOMHON MUKPOXMPYPIrMYEeCcKNin aHaCTOMO3 MeXAy TEMEHHOW 1 106HOW BeT-
BSMW IEBON NOBEPXHOCTHOM BUCOUYHON apTepun (MBA) 1 KOPKOBLIMU (BUCOYHOM M NOBHOW) BETBAMU NIEBOW
CpeAHeln MO3roBOM apTePUU. COCYAUCTLIN aHAaCTOMO3 MeXay TeMeHHOM BeTBbto NBA 1 BUCOYHON KOPKOBOW
apTepveli cnpaBa. AHaCTOMO3bl YHKLIMOHWPYHOT aZiekBaTHO. MNpeAcTaBneHo Ha pucyHKax 4, 5.

PucyHok 5 — CenektnBHas LepebpanbHas aHrmorpadusa (bokosas npoekums) ot 26.03.2015 1.
C 2014 no 2021 rr. y naumMeHTa NOBTOPHbIX UHCYAbTOB He Habatoganocs. B 2021 rogy B HeBposormnye-
CKOM cTaTyce: 6e3 natonorun. BeinonHeHa MPT, MPA ronoeHoro mosra (puc. 6). OcMotpeH odTanbMOAOroM:
OU — aHrnonatuns cetyaTtku, MMONUs c1aboi cTeneHu.

N

PucyHok 6 — MPT ronosHoro mo3sra ot 2021 r.
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3aknroueHue. /13 25 06cneg0BaHHbIX NaLMEHTOB
84% a3matbl. [1o gaHHbIM Cepumn Halwwmx HabaogeHN
OCHOBHbIM KJIMHUYeCKMM nposBaeHnem B 36% bbiau
nieMmyeckme MHCYbThl, pexe BCTpeyaroTcs Apyrne
NPOABNEHUA: reMoppParnyecknii MHcynbT 28%, ronos-
Hble 6011 20%, TVIA 1 cyaopo>kHble NpucTynbl no 8%.
OTtmeuaeTtca yeTkas MONOXWUTEbHAA AMHAMMKa MO-
cne XMpypruyeckor peeackynspusaunm naumeHToB.
lNMpoBeseHHOe XMpypruyeckoe feveHne Mno3BOANO
npeAoTBPaTUTL pPasBUTME NPOrpeccupoBaHns  3a-
6oneBaHVs 1 MOABAEHWE MOBTOPHBIX KJAMHUYECKNX
NPOABNEHUA HeAOCTaTOMHOCTU MO3rOBOrO KPOBO-
obpalleHns. NMauneHToB AnHamuyeckn Habaroganm
BnaoTb fo 2020 roga. Pe3ynbTathl OnepaTMBHOrO sle-

YeHNs OCHOBbLIBAINCb Ha AAHHbLIX KOHTPOJIbHbIX aH-
rMorpaMm 1 KAMHNYeCknx gaHHbix. KT-nepdysma ae-
Nlanacb B €AMHNYHbBIX CNyyasX, NO3TOMY 3TW faHHble
He OblAM BKIKOUEHbl B JaHHYH cTaTtbto. [unHamuka
dYHKLMOHANbHOrO CcTaTyca NaLuMeHToB oLeHnBanach
C nomoubto Wkan PaHkunHa n bapten. B pesynbtate
aHann3a KJAMHWYECKoro matepuana oTMeveHa rnono-
XUTeNbHas AMHaMMKa NOCae XUPYPruyeckor pesa-
CKynsipM3aLmm nauneHToB ¢ 6one3Hblo Mos-Mos, Tak
KakK NpoBefieHHOe XMpypruyeckoe neyeHve no3Bo-
VN0 NpefoTBpaTUTL pa3BUTME MPOrpeccnpoBaHma
3abo0/eBaHNA 1N pa3BUTME MOBTOPHbIX HapyLUEHWI
B BUZE HeJ0CTaTOYHOCTU MO3rOBOro KpoBOObpalLe-
HWA.
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MOA-MOA AYPYbl BAP NAUUVNEHTTEPAE ONEPALLUANDBIK APANACYAAH
KEMIHTI KAVNHUKANBIK KOPIHICTEPAIH ANHAMUKACHI

Kipicne. Mos-mos aypybl - 6y nporpeccusTi aypy, 6yn M1 apTepusanapbiHbiH, eKi XakTbl CTEHO3AbIK OK-
KNto3msACbIHa akenesi. COHFbl Xblagapbl MOsS-MOs aypyblHa baFbiTTanfaH 3epTTeysiep caHbiHbIH ecyi balikanabl.
OKiHiLLKe opal, MosSi-MOs aypyblH eMAey Typasbl AepekTep KasakcTaHaa oK. AKnapaTTbiH, TOMEHAIT, 63 Kese-
riHae, Mosi-Mos aypybl 6ap HayKacTapfa HaKTbl 4MarHO3 KOOI KELLiKTipyre aKkeneai.

Oaicrep. 3eptreyre 2013-2020 Xbingap apanbiFblHAa YATTbIK HEMPOXUPYPIUsS OpTasblfbiHAA €M anfaH, MO-
A-MOS aypybl AvarHo3bl bap 25 nauneHT eHrisingi. Tangayfa nauMeHTTepAiH Keaeci cunattamanapbl eHrisingi:
XbIHbICbI, AMArHO3 KOMblIfaH Ke3Jeri Xacbl, XMPYPrusaiblK apanacynap caHbl, aypyAblH KAMHWUKabIK, KOPiHi-
CTepi, emAaey XaHe OHblIH HaTuxenepi. JnHamunka PaHKuH meH bapTen wkananapbiHbiH KEMeriMeH 6afanaHgabl.

Hartvmxenep. AypyabliH anfallkbl KOPIHICTEPI MWEMUANbIK, MHCYAbTNEH (36%), reMopparnsabiK MHCYAbTNEH
(28%), 6ac aypybiMeH (20%), eTKiHWI Uwemunsanblk epwymeH (8%) >xaHe KypbicyMeH (8%) cunattanagbl. 13
naLmeHTKe TaMblpaapablH, 6ip XafblHaH XUPYPrUabIK eMAey XYPrisingi, kanfad 12 naumeHTKe eki >KaFblHaH
XVIPYPrUAAbIK, apanacy Xyprisingi, byn aptepuanapiblit, 3apAan WeKKeH XKafblHa XXoHe KAWHWUKaNbIK KepiHi-
CTEpPIHIH ayblpablfbiHa BalinaHbICTbl 6OAAbI. P3HKMH LWiKanackl GOMbIHWA onepaLyms XYPri3iireH Xblibl Myre-
AEKTIr XXOK naumeHTTep 16%-abl Kypagbl, an 2020 xbiabl onap 43,5% 6ongbl. bapTen wkanacsl 6olibiHWA Aa OH,
ypaic 6arikangbl. Onepaums xacanfaH Xblibl ©3-63iHe KbI3MET eTe anaTblH nauueHTTep yaeci 48% 6onapl, an
2020 binbl onapAblH, caHbl KYpPT ecTi, byn kepceTkiw 78,3%-fa XeTTi.

KopbITbiHAbI. Bi3giH 6akbliaynapbiMbi3abliH, AepekTepi 6olbiHWa nauneHTTepdin, 36%-4a Herisri KnuHu-
KanblkK KepiHIC NWeMUAAbIK MHCYNbT 6onabl, backa KepiHicTep cnpek kesgecesi. MauneHTTepain, XMpyprusabik,
peBackynsapmn3aLmacbiHaH KeliH HakTbl OH AMHaMuKa balikanazbl, ONTKEHI XMPYPrusaablk eMaey aypyAbiH Aa-
MYbIH XX9HE MW KaH allHa/IbIMbl XEeTKiNIKCI3AiriHiH, KaliTanaMa KIMHUKaIbIK KepiHicTepiHiH nanga 6oybiH 601-
AblpMayfa MyMKIHAIK 6epai.

Herisri ce3pep: Moa-mMo1 aypybl, MOA-MOS CUHAPOMbI, NLLEMUANBIK MHCYbT, FeMOPPArnaiblK MHCYbT, X1-
Pypruanbik peBackyaapusaLms.
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DYNAMICS OF CLINICAL MANIFESTATIONS AFTER SURGERY
IN PATIENTS WITH MOYA-MOYA DISEASE

Introduction. Moya-moya disease is a progressive disease resulting in bilateral stenotic occlusion of the
cerebral arteries. In recent years, there has been an increase in the number of studies focused on moya-moya
disease. Unfortunately, there are no data on moya-moya disease therapy in Kazakhstan. Low awareness, in turn,
leads to a delay in establishing an accurate diagnosis for patients with moya-moya disease.

Methods. The study included 25 patients diagnosed with moya-moya disease who were treated at the
National Center for Neurosurgery for the period from 2013 to 2020. The study is retrospective and descriptive.
The analysis included the following patient characteristics: gender, age at the time of diagnosis, number of
surgical interventions, clinical manifestations of the disease, treatment performed and its results. The dynamics
was assessed using the Rankin and Bartel scales.

Results. The primary manifestations of the disease are characterized by ischemic stroke (36%), hemorrhagic
stroke (28%), headache (20%), TIA (8%) and seizures (8%). 13 patients underwent surgical treatment on the
vessels on one side, the remaining 12 patients underwent surgery on both sides, depending on the side and
severity of the clinical manifestations of the affected arteries. According to the Rankin scale, in the year of the
operation, there are 16% of patients without disabilities. In 2020, they became 43.5%. On the Bartel scale, there
is an identical positive trend. In the year of surgery, there were 48% independent patients, and in 2020 the
number increased sharply, the figure reached 78.3%.

Conclusion. According to our series of observations, the main clinical manifestation in 36% was ischemic
strokes. Other manifestations are less common. There is a clear positive dynamics after surgical revascularization
of patients. The performed surgical treatment made it possible to prevent the development of disease
progression and the appearance of repeated clinical manifestations of cerebrovascular insufficiency.

Keywords: moya-moya disease, moya-moya syndrome, ischemic stroke, hemorrhagic stroke, surgical
revascularization.





