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H.N. bazapos, ®.A. Umomos, ®.U. lllykypos.,
A. Konupun, M.M. Kocumos, K.A. Koouos,
HN.K. Huszos, P.U. IOa4ueB

BAB3E YAHBABXOU KJIMHUKH,
TAIIXUC BA CAMAPAHOKHNH
TABOBATH OMOCXOMU SAI'OHA BA
BUCEPABBAJIAM XYIIICU®AT BA
YAPAEHXOHU OMOCMOHAH/IH ITYCT
BA TAPKUBXOU ATPOPUNUN MABKEUN
MEPUOPEUTAJIN

Maxkcaau TaaKuKoT. OMY3UIIN XyCYCHITXOH
KJIMHUK#, TAIIXUC Ba 0aXOINXUH caMapaHOKHU Tabo-
0aTtu oMOCXOHM SATOHa Ba OHMcEpaBBaia Ba 4apaCHXOU
OMOCMOHAH/IH MyCT Ba TapKUOXoM arpopuy MaBKEH
IeprOpOUTAI.

MaBoaxo Ba ycyJaxou TaAKHKOT. Taxjuinu pe-
TPOCHEKTUBUH MaBOAXOU KIMHUKHA - TabpUXH Oe-
Mopuu 25-6eMop 60 OMOCXOU T'yHOTYHHU ATOHA Ba

OucépapBaia Ba yapaHXOM OMOCMOHAH/M IMYCT Ba
TapkuOXou arpo(huu MaBKeU MepUOpPOUTAIIid Iy3apo-
HHJIA 1Iy/1a, caMapaHoKuK Tabo0aTu OHXO Jap Lmapo-
utu Myaccucau napinatud ““Mapkasu YyMXypUSBUU
nnmun caparoHmmHocii”-u BT XHWA YT a3 2015 To
2016 Oaxoauxi Kapjaa Iy,

Haruyaxo Ba myxokumau oOH. baxonuxuu
camapaHokuu Tabob6ar map 25 (100%) 6emop 60
OABYOIITAMII uvumon noxa, xu map 15 (60%)
XOIIaTX0 HaTU4au abio, nap 7 (28%) 6eMopoH HaTu4au
xy0, nap 2 (8%) 6eMopoH HaTM4aum KaHoaTOaxml Ba
nap 1 (4%) Gemop HaTU4axou rapuKaHOaTOAXII KA
mryn. Cudaru xaérun 6emopon OSBYOIITAMII a3
pyin 4ansanu KapHOBCKH a3 HUIIOHANXAHJAXOH MHU-
Humaiuu 70% 1o 100% Oy,

Xyaoca. Ycynxou myBoduku Ttabobaru
OABYOIITAMII umMkoH AojaH]i, KA HAaTUYaAXOH
KaHOaTOaxIl Ba abJiopo Jap Maymysb 88% OemMopoH
HOWJI TapIuIaHI.

Kaaumaxon kajauai. omocxou xymicugary mycrt
Ba TapKUOXOH aTpoduu MaBKEeH IMEPHOPOHUTANI, Of-
TaJIbMOJIOTHSI, CTOMATOJIOT U, OHKOJIOTHSI.

YIK 616 009

ML.T. I'anuena, L1.P. PaGoeBa, M.b. UcaeBa, M.O. Ucpodu.ios, /I. Il. 3yypoexoBa, H. Acusnoa

KJIUHUKO-MOJIEKYJISAPHASI IMATHOCTUKA HACJIEACTBEHHBIX ATAKCUM

Kagheopa neeponozuu u ocnoe meouyunckoii zenemuxu, 'OY «TIMY um. Aoyanu uonu Cuno»

I'anueBa Manunxa TUMYypOBHA - K.M.H., 3a6e0yiouasn Kagheopol Hesporo2uU U 0CHO8 MEOUYUHCKOU
eenemuxu TI'MY um. Abyanu ubnu Cuno

Lleny uccnedosanus. Hzyuumo KIUHUKO-MONEKVIAPHYIO OUASHOCUKY MO3NCEUKOBLIX AMMAKCULL.

Mamepuanst u memoowt ucciedo6anus. B xo0e sKcneouyuonnvlx pabom u MeouKo-eeHemuiecko2o MOHUMopuHad,
npogedennozo Ha kagedpe neeponocuu u ochos meouyurnckou eenemurxu 1OV « TTMY um Abyanu uonu Cuno» ¢ yua-
cmuem epayell Hetipocenemuxos (us Jlonoona), ocyuwecmenanucy ucciedo8anus He moibko Ha OCHOGAHUU KIUHUYECKO20
06cnedosans, HO U NOOmMeepIIcOeHIe OUASHO3A HA MONEKVIAPHO-2EHEMUYECKOM YPOGHE, YO YUUMbIEANO GbIPAICEHHYIO
2eHemU4ecKyio 2emepo2eHHOCHb HACIe0CMBEHHbIX 3a001e6aNUlL.

Pe3ynomamol uccinedosanusa u ux oocyyicoenue. Mz 12 cemeil ¢ paziuyHot (opmoll MO3H#CeUKo8bIX amaxcuil
Haubobwul npoyenm vinaoan Ha oomo Amaxcuu @pudpeiixa, I[lvepa-Mapu, pesice Bum E-Oedpuyumnasn amaxcui.
B 37,5% cnyuaes mosoiceuxosan amaxcusn oviia cumnmomom cnacmuyeckou napanneeuu [lapnesya-Caeene, 6onesnu
Bunvcona Konosanosa, Adperoneiikooucmpoguu. @enomunuueckoe npossieHue mosxiceukosol amakcueu Ppudperixa
u Ilvepa-Mapu OvL1 noOmeepicoen eeHemuyecku.

Buoieoowl. 1. [Ipusedennvie 0annvle ULIIOCMPUPYION 8ANCHOCHb KIUHUYECKO20 CKPUHUH2A NAYUEHMO8 C NPeono-
Jaz2aembiMu HAC1e0CmeenHbIMU amakcuamu. 2. Monexynapubviil, Ouoxumuyeckutl u namomopponroeuyeckue aHanusvl
83AUMHO KOMOUHUPYIOMCSA U OONONHAIOM Opy2 Opyed, NO360JsAA 8bICMABUING NPASUTLHYIN HO30102UYeCKUll OUazHo3. 3.
Hoevle 3nanus o namozenese HACIe0CMBEHHBIX AMAKCULL NO360NAIOM Y PAOA OONbHBIX NPOBOOUNb 0OCMAMOUHO dPghek-
mueHoe noododepoicusaroujee namo2eHemuiecKkoe iedeHue.

Knioueswie cnosa: nacneocmsennas amaxcus, napanie2u, KIUHUKO-MONEKYIAPHAA OUASHOCMUKA, NOTUMOPPUIM.
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M.T. Ganieva, Sh.R. Raboeva, M.B. Isaeva, M.O. Isrofilov, D.P. Zuurbekova, N. Asilova

CLINICAL MOLECULAR DIAGNOSTICS OF HEREDITARY ATTAXIAS
Department of neurology and bases of medical genetics, SEI Avicenna Tajik State Medical University

Ganieva Manija Timurovna - Candidate of Medical Sciences, Head of the Department of Neurology and Bases
of Medical Genetics of SEI Avicenna Tajik State Medical University

Aim. Learn clinical and molecular diagnostics of cerebellar ataxias.

Material and methods. In the course of expeditionary work and medical genetic monitoring, carried at the
Department of Neurology and Fundamentals of Medical Genetics of ATSMU with the participation of neurogenetic
(from London), studies based on a clinical examination and confirmation of the diagnosis at the molecular genetic level
were conducted. It allowed taking into account the pronounced genetic heterogeneity of hereditary diseases.

Research results. Of the 12 families with various forms of cerebellar ataxia, the greatest percentage fell on the
Ataxia of Friedreich, Pierre-Marie, and less often Vit E - deficient ataxia. In 37.5% of cases, cerebellar ataxia was a
symptom of spastic paraplegia of Charlevoix-Saguenay, Wilson Konovalov's disease and adrenoleukodystrophy. The
phenotypic manifestation of Friedreich and Pierre-Marie s cerebellar ataxia was genetically confirmed.

Conclusions. 1. These data illustrate the importance of clinical screening of patients with suspected hereditary
ataxia. 2. Molecular, biochemical and pathomorphological analyzes complement each other, allowing to set the correct
nosological diagnosis. 3. New knowledge about the pathogenesis of hereditary ataxias allows some patients to carry
out the quite effective supportive pathogenetic treatment.

Keywords: hereditary ataxia, paraplegia, clinical molecular diagnostics, polymorphism.

AxkTtyanbHocTh. HacnencrBennsle 3abonesanns 1,5 na 100 000 nacenenus. Pe3ynsrar mpoBeneHHOTO
HEpPBHOW CHCTEMBI ABISAIOTCS OAHOW M3 Haubojee MHO-  MOJIEKYJISIPHO-TEHETHYECKOTO aHajiu3a OO0JIbHBIM C
TOYMCIIEHHBIX TPYII MOHOTEHHBIX OOJNIE3HEN YeloBe-  ayTOCOMHO-TOMHHAHTHOW (Gopmoit HMA moxazai,
Ka [2, 4, 6]. Ana nanapIX 3a00/€BaHUI XapaKTepHO YTO B TA/PKUKCKOW MOMYJAINU TUAarHOCTHPOBaHA
0osee yacToe MmopakKeHUe JIMIl MOJIOJIOTO BO3pacTa, CHUHOIepeOemsipHas arakcus tuna 2 [4]. Cpennss
HEYKJIOHHOE€ IIPOTpeCcCUpyIolllee TeUeHUEe, TSKeNasi  paclpoCcTpaHEHHOCTh ayTOCOMHO-petieccuBHbIX HMA
VMHBAJIMU3AMS B OTCYTCTBHE 3(h(heKTUBHBIX METOMOB B Mupe cocTtaBmia 3,3 Ha 100 000 nacenenus. Cpean
nedenusd. Bee 3To ompenenseT BHICOKYIO MEIUIIMH- HHUX Hanmbosee pacimpoCTpaHEHHOW SBISIETCS aTak-
CKYI0 M COI[MAJIbHYIO0 3HAYMMOCTh M3y4yaeMou mpo- cusga Ppupapeiixa, 3aTeM arakcus-TeJI€aHTUIKTa3Us
onemsl [3-4], B cBs3u ¢ yeM, Hanbojee akTyalbHBIM  [2]. PacmipocTpaHEeHHOCTH ayTOCOMHO-PEIECCUBHBIX
cuuTaeTcs mposencHue npodmrakruaeckux mepo- HMA B PecrnyOnuke Tamkukuctan coctasiser 4,2
TIPUSTUN B OTATOIICHHBIX CEMbBSX. Ha 100 000 macenenus, uro B 1,3 pa3a BEIIIE MOITY-

HacnencrBennbie arakcuy OTHOCATCA K OAHOMY — YEHHBIX MUPOBBIX JTAaHHBIX. Bce ciyuan 3aboneBanus
13 CIOKHEHINX pa3/esioB KIIMHUYECKOH HEBPOJIOTHH  TIPEACTaBlIeHbI arakcueit dpunpeiixa. J[pyrue Gpopms
Y HEHPOTEHETHKH W MPUBIIEKAIOT MPHUCTATBHOE BHUMA-  ayTOCOMHO-perieccuBHEIX HMA He BbIsiBIIeHBI [4].
HHE HEBPOJIOTOB BOT YK€ OoJiee MoIyTopa CTOJIETHH YcTaHOBIIEHO, YTO yKa3aHHbBIE 3a00JIeBaHHS MOTYT
[2, 5, 7-11]. I'pynmma HeHlpoaereHEpaTUBHBIX aTaKCH, OBITH CBSI3aHBI C MYTAIlUSIMH HECKOJBKUX JCCATKOB
KaK TeHETHYECKHUX, TaK U CTIOPAJINYECKUX, SBIACTCS  PA3JIMYHBIX TEHOB, YTO U ONPEENseT Ype3BhIYaiHbIN
peAKUM TIOBOIOM Jijist oOparmieHus B KMHHUKY (1,9%).  deHoTunmaeckuii moruMophu3M HACICICTBEHHBIX
Ota rpymma 3a00JieBaHui MPEACTABISIET CO00M Bak-  aTakcwif. HeIHEeHIA “MOCTIeHOMHBIN ATall U3YIEeHUS
HYIO TUArHOCTHYECKYIO MPOOJIEeMy 1O HECKONIBKMM  OTHX 3a00JIeBaHUI XapaKTepu3yeTcs TOHKUM aHaJIH-
MIPUYUHAM: COBMAJICHHE CUMIITOMOB M MPHU3HAKOB, 30M CTPYKTYPHI M (YHKIIHH OEIKOBBIX MPOTYyKTOB
KOTOpBIE OOBIYHO HE OTPAHUYHMBAIOTCS MOPAKEHUEM  COOTBETCTBYIOIIMX MYTaHTHBIX TeHOB [7-11].

MO3KEUKa, OTCYTCTBHE CHEIUPUIHOCTH 00CenoBa- Lean uccaenopanusi. M3ydnTs KIWHUKO-MO-
HHW, a B HaIlleH CTpaHe TaKXKe OTCYTCTBYET AOCTYI  JIEKYISPHYIO TUATHOCTHKY MO3KCUKOBBIX aTaKCHM.
K TeHETHYECKOMY HCCIeIoBaHuIo [7]. Marepuanabl 1 MeTOAbI HcciaeaoBanus. B xoze

PacnipocTpanenHOCTh BcexX ()OPM HACIENCTBEH-  SKCIEIUIIMOHHBIX PabOT U MEIUKO-TEHETHYECKOTO
HBIX MO3)KEUKOBBIX aTakchii B ['mccapckom paiioHE  MOHUTOpPHWHTA, MPOBEACHHOTO Ha Kadempe HEBPOIIO-
Tamxukucrana pasua 5,7 Ha 100 000 Hacenenus. Pac- rum u ocHOB MemutinHckoi reHetuku ['OY «TITMY
MIPOCTPAHEHHOCTh JOMUHAHTHBIX ()OPM COOTBETCTBYeT WM AOyanu nbuu CHHO» ¢ ydacTHEM Bpadel Hew-
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poreHeTukoB (u3 JIoHI0HA), OCYIIECTBISIIINCH HC-
CJIEZIOBaHMS HE TOJIBKO HA OCHOBAHWHW KIIMHHUYECKOTO
obcneoBaHMs, HO W TOATBEP)KIEHNE JUArHo3a Ha
MOJIEKYJISIPHO-TEHETUYECKOM YPOBHE, YTO YUUTHIBAJIO
BBIP@KEHHYIO TEHETHYECKYIO0 T€TEPOTeHHOCTh Ha-
CJIEICTBEHHBIX 3a0oJeBanuii. JlanHOE MccinemoBaHme
o0Jeryano miaHUPOBaHKUE MPO(UIAKTHISCKUX MEPO-
MIPUATHI B OTATOIIEHHBIX ceMbax. Cpemu oOciermo-
BaHHBIX (138) cemeli ObLIO BBIABICHO 276 OOJIBHBIX
C Pa3JIMYHOM HACIIEACTBEHHOW HO30J0THEN HEPBHOU
CHCTEeMBI: Iporpeccupyrontie muoauctpoduu (ITMJ])
- 37 cemeii, amuotrpoduu - 11 cemel, cnacTuyeckas
naparuierus - 19 cemeii, 6onesns Ilapkuncona - 16
ceMeil, Haclle/ICTBEHHbIE Helpomnaruu - 13 cemei,
TOPCHOHHO-TUCTOHMYECKUE TUTIEPKUHE3HI - 19 cemeid,
MuomucTpoduu - 11 cemeld, MO3KEUKOBasI aTaKCUs -
12 cemeit (xenmmH 11, myxunn 5). Cpenauit Bo3pact
obu1 paBen 20,24+4,6 roja.

brumn nccnenosansl o6pasusl JJHK rpynmst
MMalMeHTOB C Pa3TUYHBIMU (HOpPMaMU MO3KEUKOBOH
aTaKCUH, MPOKUBAIOIINX HAa TEPPUTOpUU TaKUKH-
crana. KiimHu4Yeckas KapTHHA B M3YYCHHBIX CIydasix
COOTBETCTBOBAJIA MO3YKEUYKOBBIM aTaKCHsAM (C ayTo-
COMHO-/IOMMHAHTHBIM WJIM ayTOCOMHO-PELECCUBHBIM
HACJIEJIOBAaHUEM).

B MonexynsapHO-TeHETHYECKOE MCCIeA0BaHNe
BXOJIWJIM, B 3aBUCHMOCTH OT XapakTepa KJIWHHYE-
ckoro (heHoTHITa U OCOOEHHOCTH HACIENOBAaHUS 3a-
OoseBaHus, MOMCK MyTAIMii B T€HaX ayTOCOMHO-J0-
munanTHBIX CLIA1, CLIA2, CLIA3 u CLIA6 (ATXNI,
ATXN2, ATXN3, CACNL1A4 cooTBETCTBEHHO), ay-
TOCOMHO-pPeIecCuBHBIX — Oone3an Opunpeiixa (FXN),
HanOonee yactoil opmel HaciaeacTBennoi CIIIT
— CIIIT 4-ro tuna (CIII14; rer SPAST). A Taxxe
HEKOTOPBIX JIETeHEPATHBHBIX 3a00J€BaHUI HEPBHON
CUCTEMBI.

MyTanMOHHBIA CKPUHHUHT BKIIFoUalr: 1) ¢par-
MEHTHBIM aHaJIu3 aMIUTMKOHOB — IS 3a00JIeBaHUIA,
XapaKTePU3YIOIIUXCS IKCIAHCUEH TaHIEMHBIX TPUHY-
KJICOTHUIHBIX TTOBTOPOB; 2) MPSIMOE CEKBEHUPOBAHHE
koaupytomied obmactu reHa SPAST.

Cratndeckas o0pabOTKa JTaHHBIX MTPOBOAUIACH
C WCTIONB30BaHMEM METOJIOB MaTeMaTHUECKOW CTaTH-
CTHKH, TEOPUH MPOBEPKU CTATUCTHUYECKUX THITOTE3.
JlaHHble mpeAcTaBlIeHbl B BUJE: CpeIHEe+CTaHJapTHAS
ommOKa TSI KOJTUYECTBEHHBIX MPU3HAKOB; B BUIE
MIPOLIEHTOB OT CyMMAapHOU BBIOOPKH (JIJIs1 KaUeCTBEH-
HBIX TIPU3HAKOB).

Pe3yabTaThl HccIe10BaHUS M UX 00CY:KIeHHeE.
[IpoBeneHHOE KIMHUKO-TEHETHYECKOE UCCIIEI0BaHNE
BBISIBIIIO 12 cemel ¢ pa3nuuHoil popMOit MO3Ked-
KOBBIX arakcuii. HanOompImuii mporeHT BhIMagan Ha
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nonto Ataxcuu Opunpeiixa (4 cembu 4 ManMeHTOB
— 25,0%), Ilsepa-Mapu (3 cembu 3 MarueHToOB —
18.8%), But E - nedunurHas arakcus (0gHa ceMbs
JIBOE ManueHToB — 12,5%), ciacTruueckas maparierus
[IapneBya-Carene (olHa ceMbs IBOE MAITUEHTOB —
12,5%), Bunbcona KonoBamoBa (omHa CeMbsI TBOE
narenToB — 12,5%), Anpenoneiikoguctpodus (oqHa
ceMbs 1Boe 00bHBIX — 12,5%). B Xome sxcneanion-
HBIX Pa0OT M KIMHUKO-TEHETHYECKOTO HUCCIIEIOBAHNUS
y ceMel ¢ Mo3xkeukoBoil arakcuer @puapeiixa u Ilbe-
pa-Mapu 3a0mykaeHnii He ObLTO, HEBPOJIOTHUECKUN
CTaTyc COBMAJa] C KIMHUKOW JTaHHOTO 3a00JIeBaHUs
1 OBLT TIOATBEPXKJICH reHeTH4Yecku. Yero Hemb3s ObLIo
TOBOPHUTH 00 OCTAIBHBIX (POPMaX MOIKEUKOBOW aTak-
CHH, TOTUMOP(PHOCTh KIMHUYECKUX CUMIITOMOB TIPH-
JaBaja 00JIe3HH HESICHOCTH (Tad. 1).

Ta6anna 1
Buabl HacjieCTBEHHBIX aTaKCUA
Kon- | Bosb- Kosn-Bo
No Bus BO HbIe B | OOJBHBIX
cemeit | cembsix | N (%)
1 | Arakcus @puapeiixa 4 1 4 (25,0%)
2 |TIsepa-Mapu 3 1 3 (18,8%)
3 | Bur. E nedunurnas | ) 2 (12,5%)
aTakcus
4 | Cnactuueckas mapa-
mwierus [apnesya- 1 2 2 (12,5%)
Carene
5 | AnpeHonei- 1 ) 2 (12,5%)
KoauCTpohust
6 | Bunscona Konona-
J0Ba (MO3KEUKOBAs 1 2 2 (12,5%)
opma)
7 |Cnuna nepeberusip- 1 1 1 (63%)
Hasl aTaKCHs
HUroro 12 16 (100%)

[Tpumedanue: % OT 0OMIEro KOJINYECTBO OOIBHBIX

B xone skcneauuuOHHBIX paboT M KIMHUKO-Te-
HETHYECKOTO UCCIIEI0BAaHMS, Y CEMEH C MO3KEUKOBOH
arakcueil @puapeiixa u Ilbepa-Mapu 3a0myxaeHuni
He ObII0, HEBPOJIOTUYECKUI CTAaTyC COBIMAAAN C KIU-
HUKOW JaHHOTO 3a0oJieBaHus M ObUI MOATBEPKICH
TeHETUYECKU. MOJEeKYyIIpHO-TeHETHUECKUI aHaIN3
atakcun @punpeiixa (FRDA) BbIABUI TOMO3UTOT-
HBII TUN MyTallMd B T€HE, KOAUPYIOLIeM (paTakChuH
(FXN; 606829) na xpomocome 9q21. X-cuerieHHas
peueccuBHas 6oie3np lllapko-Mapu-TyTta-4 ¢ unu
0e3 MoxkeukoBol arakcuu (CMTX4), Takxke u3-
BecTHas kak cuHapom Kaydsoka (COWCK), BeI3BaHa
roMo3uroTHo# myTtanueii B rene AIFM1 (300169) na
xpoMocoMe Xq26. Uero Hemb3st OBIIIO TOBOPUTH 00
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octanbHbIX ceMbsax. [Ipu arakcuu apnesya-Carene
tuna SACSA 0cOOEHHOCTBIO Ciy4asi SBHJIOCH TO,
YTO TIO37IHEE HACTYIUIEHHE MOKEUKOBOW aTakcuu (14
JIET) C HEJOCTAaTOYHOCTHIO MUPAMHUIHOIO TPaKTa U
COXpPaHHOCTBIO KOTHUTHBHOH (hyHKIMU. Monekymsp-
HO-TEHETHYECKOEe OOCIIeIOBAHNE HAIINX MAIUEHTOB
BBISIBUJIO TOMO3UTOTHBIM THUIT MyTallMd B TeHE, KO-
pytomem oOenok cakcuH (SACS; 604490) Ha xpoMoco-
Me 13q12, 9TO IPOSIBIIIOCH CTTACTUYECKOM aTakchen
tuna [lapnesya-Carene (SACS nnu ARSACS). B
ceMbe ¢ BuTamMuH E - nedunuTHOlN aTakcueil ObLIO
BBISIBJICHO MO3KEYKOBYIO aTaKCHIO, ape(IEKCHIO U
MOTEPIO MPONPHOLENTUBHON YyBCTBUTEIBHOCTH, T1O-
BBIIIEHHBIE KOHIIEHTPALIMU XOJECTePUHA, TPHUIITHUIIE-
PUAOB U OETa-JTUIMONPOTENHOB B CHIBOPOTKE KPOBH.
MonekynsipHO-TeHeTUUeCKUM aHanu3 BUTaMUHHO E
nedurmtHON atakcun (AVED) BBISBHI TOMO3UTOTHOM
tun MyTanuei B rene TTPA (600415) na xpomocome
8ql2.

OcoO0bIit mHTEpEC MPOSIBUT X-CIICTICHHBIN pe-
LECCUBHBIN THIT MyTaluu (A apeHoneikoaucTpodus)
B reue ABCD1 (300371) na xpomocome Xq21, xo-
TOpas MPUBOANT K Ne(PEeKTy B MMEPOKCHCOMHOM OeTa-
OKHUCJICHUH W HaKOIUJICHHIO HACHIIICHHBIX KUPHBIX
KHCJIOT ¢ oueHb amuHHON membio (VLCFA) Bo Becex
TKaHsX opranm3ma. B cembe P. mBoe 6ombHEIX (1985
rp. u 1983 rp.) ¢ JaHHOH MATOJOTHEH, Y KOTOPHIX
MIPOSBIISIIOCH B KJIMHUYECKOW KapTHUHE: KETYIOYHO-
KHIIEYHBIM PACCTPONUCTBOM, YaCThIM HeJlepKaHU-
€M MOYH, CHIDKEHHEM 3pPEHUSI U CIIyXa, CHUKCHHE
KOTHUTHUBHBIX CIIOCOOHOCTEH BIUIOTH JIO JIEMEHITHH,
rpy6as nu3aprtpus, OyapOapHBIN mapannd, JeMEHITHS,
CYIAOPOTH, CIIACTUYECKHIA Mapanny 0oJblIe B HIKHHUX
KOHEYHOCTSIX, aTaKCHsl.

[IpuBeneHHbIC MPUMEPHI WILTIOCTPUPYIOT BaXK-
HOCTb KJIMHUYECKOT'0 CKPUHMHTA B MMOCTPOCHHH ITpa-
BHJILHOW CTPaTeTWH AMAarHOCTUYECKOTO TOWCKA TpH
00cJIeToOBaHNY MAIMEHTOB C MPEAINoiiaraéMbIMH Ha-
CIICICTBEHHBIMH aTakcusiMu. HecoMHEHHO, MOeKy-
JIIPHBIA, OMOXUMUIECCKUN U TTaTOMOP()OIOTHIECKUH
CKPUHUHTH B3aMMHO KOMOMHHUPYIOTCS M JIOTIOJNHSIOT
JPYT JIpyTa, IMO3BOJISISI BBICTABUTH MPaBUIIBHBINA HO-
30JI0TUYECKUN AUATHO3.

Hecmotps Ha cyliecTBeHHBbIE YCIIEXH MOJIEKY-
JISIPHOM OMOJIOTMM M HEHPOICHETHKH 32 IOCIeIHHUE
TOJIBI, TTOJABIISIOIIEe OOJBITMHCTBO HACIEICTBEHHBIX
aTaKkCHuil, ABJSSACH MPOTrPECCUPYIOUIUMHU HEHPOAETEeHe-
paTUBHBIMH 3a00JIEBAaHUSIMH, OCTAIOTCS HEKypaOeb-
HeIMA. OfHAKO pacH(POBKa MOIEKYISIPHO-OMOXUMH-
YEeCKUX MEXaHW3MOB Pa3BUTHSI HEHpPOJEreHEepaTHBHBIX
3a00JIEBaHUN YK€ JaeT BO3MOXHOCTHh MPOBOAUTH
TOYHYIO TUATHOCTHKY OOJBIIMHCTBA HACIIE/ICTBEH-
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HBIX aTaKTUYECKUX CHHIPOMOB, YTO TO3BOJISIET OCY-
MIECTBISITh MEANKOTCHETUYECKOEC KOHCYILTHPOBAHIEC
OTATOIICHHBIX CEMEW C MPOBEIEHNEM MPOTHOCTHYE-
ckoil u nepuHatainbHoOi JIHK-nnarnoctuku u 6mo-
XUMHUYECKOTO CKPUHHHTA, MPEI0TBPAIas MOSBICHHE
CEKYH/IAPHBIX CIIy4acB 3a00JICBaHUS B ITOCIIEITYFOIIUX
MTOKOJICHUSIX.

BriBOIBI.

1. [IpuBeneHHBIC JaHHBIE WILTFOCTPUPYIOT BaXK-
HOCTh KJIMHUYECKOTO CKPHHUHTA TAIIUEHTOB C TPe/-
MoJIaraeMbIMH HACJIEJICTBEHHBIMU aTaKCUSIMU.

2. MonexynspHbIil, OMOXUMHUYECKHI 1 TaTOMOp-
(doornyecKuii aHaIM3bI B3aUMHO KOMOMHUPYIOTCS H
JIOTIOHSIIOT APYT APYyTa, TO3BOJISISA BHICTABUTH Tpa-
BUJIbHBIA HO30JIOTUYECKUI TUArHO3.

3. HoBble 3HaHMSI O MAaTOreHE3€ HACTIEICTBEHHBIX
aTakcuil MO3BOJISIOT Y psifia OOJNLHBIX MPOBOAMTH J10-
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TUYECKOE JIeUeHHE.
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TAIIXUCHU KIIMHUKA-MOJEKYJISIPUU
ATAKCHUSIXOU UPCH

Makcaau TaaKHKOT. OMY3UIINU TAIIXUCOTU
KIIMHUKA-MOJIEKYJIAPUH aTaKCUSXOU Mar34aBi.

Magoa Ba ycyjaxou Taakukor. Kopxowu
AKCTIEUTCHOHIA Ba MOHUTOPUHTH THOOWIO TEHETHKIA,
Jap Kadeapan acabIIMHOCH Ba aCOCXOU UPCHUSITH THO-
omn MIAT “IJATT 6a somu AGyanit noan CuHO”
00 MIITHPOKH TabMOOHHN HelporeHeTuk (a3 JIoHIoH)
ry3apoHMja Iyfnaana. TagKuKoT Ha TaHXO Jlap acocu
TAIIXMCH KIMHUKHA, OaJIKH TaCIUKH TAIIXWC Jap CaTXu
MOJIEKYJISIpA-TEHETHKH Ty3apoHHIa IIyJaan], Ku 00
Ha3ap/IOIITH TeTEPOTCHUSIM TEHETUKUN OEMOPUXOHU
upci 6a Hazap rupudTa IrygaaHm.

Haruyaxon TaIKMKOT Ba MyXOKHMAau OHX0. A3
12 ounan 00 IIAKIXOU T'YHOTYHH aTaKCHAW Mar3uaBil
mydop Oyma, ¢hom3n a3 xama KajJoH 0a Xpuccad aTak-
cusiu Ppunpeiixa, [lmepa-Mapu poct Meosin, Ba
KaMTap aTakcus a3 Hopacoruu BuTamMuHu E nmpa
memasaz. Jap 37,5% Xomarxo aTtakcusyu Mar3daBil
anomaru naparuierusiu crniactukuu [llapnesya Carene,
Buiicon-Konogranos, AnpeHoneiikoauctpodus Oy
Humonaxoun ¢genorunuu arakcusu Mar3daBuu Opu-
npeiix Ba [luepa Mapii a3 yuxatu reHETUKA TacauK
KapJa IIyaaH.

XyJaoca. 1. MabayMOTX0H OBapjairyga MyXHu-
MHUSTA CaHYHIIN KIUHUKAH OEMOPOHU THPUPTO-
pu TYMOHHU aTaKCUSU HPCHUPO HUIIOH MEIUXaj.
2. Taxauaxom MOJCKYyIIpiH, OMOXHMHUIBHA Ba
MOTOMOPQOIOTHE 00 XaM MYyTaxXu[ IIyaa, SKIUrap-
PO MyKaMMmall MEKYHaHJ] Ba UMKOH MEIUXaHI, KU
TAIIXUCH HO30JIOTUPO AYPYCT T'y30IITa maBai. 3.
JloHnmm HaB nap OOpau MAaTOTCHE3U aTaKCHsIH UpC
0a sk KaTop OEMOPOH UMKOH MeJuXal, Ku Tabodaru
MATOTCHETHKUPO camapabaxir uctudoma HaMoeM.

Kanumaxon kajduaii: arakcusiu UpCH, maparuie-
THsl, TAIXUCH MOJICKYJISPHA-KINHUKHA, TOMUMOP(U3M.



