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ANMVAEMUONOIrnA HACINEACTBEHHbIX
BONE3HEW CPEOU OETCKOIO HACEJEHUSA
8 PAMOHOB PECMNYBJ/IMKU TATAPCTAH

MpencraBneHbl pesynbTatbl FEHETUKO-IMMAEMMNOINOrMYECKOTO U3y4YeHNS MOHOreHHOW HacneacTBeHHow natonorumn (MHI) cpeaun getckoro Ha-
cenenwus 8 paroHoB Pecnybnukn TatapcTaH. iccnenoBaHne npoBoAnnock N0 OPUrMHaNbHOMY NMPOTOKOMY reHeTUKO-3MnaEeMMONornyeckmnx ncerne-
[0BaHuWi, pa3paboTaHHOMY B nabopaTopuu reHeTudeckol anvaemuornorun Meguko-reHeTudeckoro HayydHoro LeHTpa PAMH. Hosonoruueckuii
cnektp MHI coctaBun 256 Ho3onorun. PasHoobpasue MHIT cpeamn getckoro HaceneHust npeactaeneHo 158 (61,72% ot obuiero Yicna BbisIBNEH-
HbIx 3abonesaHwnin) 3abonesaHusamu. AHanm3 nokasan, 4to BcTpevaemocTb MHIT cpeamn getckoro Hacenenuns Pecnybnukm TatapctaH coctaenset
1:103 geten. BoisiBneHa audpdbepeHumaums B 3HadeHnsx rpy3a (A, AP n X-cu. natonorus) mexagy oTaenbHbIMU panoHaMy 1 npoBegeHa nonbiTka

OBBACHUTL ee MPUYMHY.

KniouyeBble cnoBa: rpys u pa3H006pasme HacneACcTBEHHOW NaTonorMmn, reHeTnyeckas anuaemMmnonorus, AeTckoe HaceneHune, PecnyﬁnMKa Ta-

TapcTaH.

The results of the genetic epidemiological study of monogenic hereditary disorders (MHDs) among child population of eight districts of Tatarstan
Republic are presented in the report. The total population was examined by standard protocol of medical genetic research elaborated in laboratory
of genetic epidemiology, Research Centre for Medical Genetics. The spectrum of MHDs comprises 256 diseases. The MHDs diversity in the child
population of RT comprised 158 diseases (61.72% the total number of registration disorders). The prevalence of MHDs among children from
Tatarstan region occurs to be 1:103. Significant differentiation in the values of the MHDs load (AD, AR and X-linked disorders combined) between
districts was detected. An attempt to explain the revealed differences is undertaken.

Keywords: the load and variety of hereditary diseases, genetic epidemiology, child population, prevalence rate, Tatarstan Republic.

BBepneHue. YnyulieHne kadectsa me-
OVLMHCKON NOMOLLM U AUArHOCTUKN, pas-
BUTME MOMEKYNAPHON reHeTUKM NpuBenu
K OTHOCWUTENbHOMY BO3pacTaHWio [oNu
BPOXOEHHOW W HaCneACTBEHHOW naTo-
norum B CTPYKType 3aboneBaemocTy,
WHBANMOHOCTU U CMEPTHOCTU AETCKOro
HaceneHusi. B cooTBeTcTBMM C HacCToO-
AWMMU  NPEACTaBNEHMAMY CyMMapHas
YacToTa MOHOrEHHbIX, XPOMOCOMHbIX W
reHeTuyeckn oOycrnoBneHHbIX 3abone-
BaHUIN cocTaBnsaeT npumepHo 95-139 Ha
1000 yen., U3 KOTOPbIX HA MOHOFEHHbIE
HacneacTBeHHble 3aboneBaHust MPUXO-
antes 5-17 nva 1000 [5, 8].

OCHOBHOI rpy3 MOHOreHHOW Hacneac-
TBeHHon natonorun (MHIT) npuxogutcs
Ha getckoe HaceneHue. K poxaeHuio pe-
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6eHka MaHudecTmpyeT fo 25% MHI1. K
3-M rogam guarHoctupyetcst yxe oo 70%
MHTI1, k koHUy nyGepTtaTHOro nepuoga
npaktuyeckn ans 90% MHI onpenene-
Hbl 0eblT 1 nepBble OUarHOCTUYECKME
npusHaku 3aboneeaxus [5,8].

Mo aaHHbIM BO3, npumepHas vacTo-
Ta BpoxaeHHon MHI1 cocraensiet 10-15
Ha 1000 HOBOPOXAEHHbIX, N3 KOTOPbLIX Y
58% oTMe4vaeTcsi paHHAA CMEPTHOCTb,
31% — XpOHWYecKme COCTOSIHUS WU WH-
Banuausauus, n Tonbko 11% noanexar
yCMNEeLWHOMy cTaumMoHapHoMy u ambyna-
TOPHOMY reyeHuto. ToYHble AaHHble O
rpy3e MHI1 cpean getckoro HaceneHus
B nonynsumsax mMupa u permoHax Poccun
oTcyTcTBYOT. OCHOBHast MHGOpMauus
O TreHeTM4YecKOM rpy3e npeacTaBneHa
OaHHbIMW MO XPOMOCOMHOW naTofiornm
N MOHUTOPUHIY BPOXOEHHbIX MOPOKOB
pa3BUTUSI BO MHOIMX CTpaHax Mupa, B TO
Bpems kak otaroweHHocTb MHI ocTaeT-
Csl NPeACTaBNeHHOM B OCHOBHOM MO AaH-
HbiM BO3, a Takke B cneumanm3npoBaH-
HbIX perncTpax otTaernbHbIX cTpaH [7— 9].

Llenblo uccnenoBaHust SIBUMNOChH re-
HETMKO-3MMOEeMMNOSIOrMYECKOe U3ydeHne
MHIT cpean petckoro HaceneHus Pec-
nyonukn TatapcTaH.

Matepuanbl u metoabl. B Poccun
ncenenoBaHns Mo reHeTUKo-anuaeMu-
onormvyeckomy usydeHnto MHIT cpegu
[eTcKoro HaceneHus nposogsatcs Pene-
panbHbIM FOCYAapCTBEHHBIM OHOIKETHBLIM
yypexaeHvem  «Meanko-reHeTu4ecKkmin
Hay4HbI LeHTp» Poccuiickon akage-
MUN MeAULMHCKMX HayK (PIBY «MIHL»
PAMH). WccnepmoBaHus npoBogsaTtcd B
COOTBETCTBUU C MPOTOKONIOM TFEHETUKO-

3ANMOEMUONONMYECKNX  UCCINELOBaHUMN,
pa3paboTaHHbIM B nabopaTtopuu reHeTu-
yeckon anuagemmonorun ®rey «MrHL»
PAMH. lMpoTokon BKNtO4YaeT Tpu OCHOB-
HbIX HanpaBreHWsa NCCreaoBaHNA: Meau-
KO-reHeTn4Yeckoe W3ydeHne nonynauni
(C BO3MOXHOCTbBIO BbISIBMEHNS MPUMEPHO
1/2 “3BECTHOM Ha HACTOALLMA MOMEHT
MHTIT), oueHKa reHeTU4Yeckon CTPYKTypbl
Ha OCHOBaHWM HEBMONOrMyecknx MeTo-
[OB NMOMynsLUMOHHOW CTaTUCTUKM U aHa-
nm3 [OHK-nonvmopduamos. [uarHocTu-
ka MHI ocyuwlecTBneHa rpynmnow y3skux
cneumannctoB 13 r. MockBbl B akcneau-
LUMOHHBIX YCIOBMAX (FEHETUKOM-CUHA-
pOMOSIOroM, NeavMaTpoM, HEBPOOroM,
OTONapwVHronor, AepMartoror, oprtoneg,
ogranbmonorom) [2, 4, 9].

Matepuan gns aHanu3a cobpaH B
pesynbsraTte reHeTUKo-annaemMmonornyec-
koro uccnegosanus MHIT cpean Hacene-
Hua 8 pawioHoB Pecnybnuvkn TatapctaH
(Apckoro, ATHuHckoro,  Kykmopckoro,
ByunHckoro, poxokaHOBCKOro, AKTaHbILL-
ckoro, MycrntomoBckoro u MeH3enmHcko-
ro) B nepmopg 2009-2013 rr. [lanee un3 06-
Len BbIGopkK BbIGpaHbl aetu (0-18 ner),
paccuynTaHa OTAroLEHHOCTb U OLEHEHO
pasHoobpasue. MonyyeHHble pesynbra-
Tbl CPaBHEHbl C AaHHbIMW, MOMYyYeHHbI-
MW paHee MO HEeKOTOPbIM PerroHaMm eB-
ponevicko 4actn Poccumn (Yysaluckon
(PY), Yomyptckon Pecnybnvke (PY),
Pecnybnuke Bawkoptoctan (PB) n Poc-
ToBckoun obnactu (PO)) [1, 3, 6]. Obwas
YMCrNEeHHOCTb 0bcnefoBaHHOMO Hacene-
Hus Pecnybnukm Tatapctad (PT) cocta-
Buna 268894 4yen., u3 KoTopbiX AeTeun
— 57648 (24,4%). B aTHU4eCckom OTHOLLE-
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HUWM paccMmaTpuBaemasi Bblbopka Oonee
yem Ha 80% npeacTaBneHa TaTapCKUM
HaceneHnem.

Pe3ynbratbl U o6cyxaeHue. B pe-
3ynerate Meamko-reHeTudeckoro obcne-
[oBaHus HaceneHus 8 parioHoB Pecny6-
nukun TatapcTaH 3aperncrtpupoBaHo 1597
naumeHtoB n3 1077 cemen ¢ MHI1. Onsa
pacyeta otdaroweHHocT MHI1 getckoro
HaceneHus n3 obluero Ymcna OonbHbIX
BblAeNneHbl NauneHTbl 4ETCKOro Bo3pacTa
(oo 18 nert). Bcero BbisiBrieH 561 nauu-
eHT (35,13% ot Bcex nauuneHToB ¢ MHIT)
[eTcKoro Bo3pacta ¢ pasnuyHon MHI n3
471 cembu (258 cement ¢ 313 6onbHBIMU
c Al natonoruen, 167 — ¢ 191 6onbHbIM
¢ AP natonoruew n 46 cemeii ¢ 58 6onb-
HbIMK ¢ X-cu. 3aboneBaHuamn).

B cpeoHem obuwas pons 60nbHbIX
peten ¢ MHIT cpegum Bcex BbISIBEH-
HbIX 6onbHbIX cocTaBuna 35,19% (8 PY
— 46,85, PY - 43,53, Pb - 37,25, PO
— 41,65). B kaXgom permoHe v no Bcem
pervoHam B uUenoMm npeobragaeTt Komnu-
4ecTBO BOMbHBLIX AETEN B rpynnax ceMen
¢ AP un X-cu. natonorven. CpegHee 4umc-
no geten ¢ ALl natonoruen B 5 permoHax
coctaBuno 37,94%, AP — 4524, X-cy
— 50,44%. daHHasa cuTyaums cBsizaHa C
TeMm, 4YTo Yactb Al 3aboneBaHuii MaHu-
dectupyet B 6ornee crapLuem Bo3pacTe.
Kpome Toro, AP n X-cu. natonorns knu-
HUYEeCKM NpoTekaeT bonee Tspkeno, Yalle
neTanbHa Unm co CHMXeHHOM Np1crnocob-
NIEHHOCTbI MaLMEHTOB MO GONbLUNHCTBY
3aboneBaHui.

B Tabnuue npeacraBneHbl OTArOLWEH-
HocTb (Ha 1000 pgeteit) U cymmapHas
pacnpocTtpaHeHHocTb MHIT cpean pge-
TCkoro Hacenexus Pecnybnuvkm TaTapc-
TaH, Pecnybnukn Yysaiwns, Pecnybnukm
Yomyptus, Pecnybnuku BawwkopTtocTtaH 1
PocToBckoi obnactu.

BbisiBneHbl AOCTOBEPHbIE pa3nnyns B
3HAYEHUSIX OTATOLLIEHHOCTM MEXay pano-
Hamu ans rpynnel cemen ¢ ALl (x?=38,26,
df =7) n AP (x?=23,98, df=7) Tunamn Ha-
cnefoBaHus. [10CTOBEPHbIX pasnuyuin B
rpyse X-cu. natonorum mexay nonyns-
uMsMun He BbisiBNeHo (x°=7,25, df =7). C
uenblo onpefeneHus CBsA3u MNonynsuu-
OHHOW CTPYKTYpPbl U (paKTOPOB MUKPO3-
BOMOLMN B (DOPMUPOBAHUWN  Pa3NNYNIA
mMexay pavioHamu PT B ypoBHe oOTsro-
LLIEHHOCTN MpPOBEAEH KOPPENALNOHHbIN
aHanu3 mMexay 3Ha4yeHUsIMU CryYanHoro
nHbpuaumira FST (B Apckom — 0,00088,
ATHuHCKkOM — 0,00088, Kykmopckom
— 0,00072, bBynHckom — 0,00058, Opox-
»xaHoBckom — 0,00062, AKTaHbILLICKOM
— 0,00081, Mycniomosckom — 0,00075
n MensenuHckom — 0,00042) u rpy3om
A0 n AP MHIT y peten. KoadduumeHT
NUHENHOW Koppenaumn npu aHanuse A
natonormn coctasun r=0,91+0,17, AP

Orsromennocts (Ha 1000 gereii) u cymmapnas pacnpocrpanennocts MHII cpean
aerckoro HacejgeHusi Pecny6auku Taraperan (PT), Pecnyoauxn YUyBamus (PY),
Pecnyoiuxu Yamyptus (PY), Pecny6nuku bamkoprocran (PB)

u PoctoBckoii o61actu (PO)

Pation Yucnen- | Orsaromennocts (Ha 1000 mereit) Pacrmipoct-
HOCTb Al AP X-cI1. PaHeHHOCTb
Apckuii paiton 11029 | 5,354+0,69 | 2,36+0,46 | 1,45+0,51 1:119
Kyxmopckuii paiton 11431 | 4,11+£0,60 | 3,06+0,52 | 1,92+0,58 1:123
Byunckwuii paiton 9655 4,76+0,70 | 2,18+0,47 | 1,66+0,59 1:129
JIpoxoKaHOBCKUHA pailoH 5572 5,56+1,00 | 3,95+0,84 | 1,44+0,72 1:98
AKTaHBIIICKUN palioH 6770 5,76+0,92 | 2,81+0,64 | 2,07+0,78 1:104
MycntoMoBcKuil paiion 4668 7,93+£1,30 | 5,57+£1,09 | 4,28+1,35 1:64
MeH3enuHCKri paiioH 5781 3,46+0,77 | 4,32+0,86 | 1,38+0,69 1:118
Cpennee 3nayenue o PT 57648 | 5,43+0,31 | 3,31+0,24 | 2,01+0,26 1:103
Cpennee 3nauenue no PY | 67863 | 2,43+0,19 | 2,18+0,18 | 0,80+0,15 1:200
Cpennee 3HaueHue no PY 60197 | 3,22+0,23 | 1,81+0,15 | 1,50+0,22 1:173
Cpenuee 3nauenue o Pb 64935 | 3,87+0,24 | 2,51+0,20 | 0,92+0,17 1:146
Cpennee 3Hauenue no PO | 101845 | 3,49+0,18 | 2,71+0,16 | 1,02+0,14 1:149
r=0,52+0,35. BblIsiBNEHHblE pas3nuunMs  onuropeHns (pacnpocTpaHeHHOCTb
B 3HayeHusaAx rpy3a mexagy parnoHamm  1:2306), anbObvHU3M  rNas3o-KOXHbIN
MOXXHO B HEKOTOPOW CTeneHn oobAcHUTL  (1:5241), CUHOPOM  aMHMOTUYECKMX

bonee HW3KMM YPOBHEM MWrpPaLVOHHOWN
aKTMBHOCTM HacCeneHusl, BblpaXXeHHOW
rEHETUYECKON NOAPAa3feneHHOCTbI U
€CTeCTBEHHbIM OTHOpPOM.

Hosonornyeckun cnektp MHI, BbI-
AaBneHHon B 8 pavioHax Pecnybnuku Ta-
TapcTtaH, coctaBun 256 Hosonorun, 13
KoTopbix: ¢ ALl Tunom HacnegoBaHus
135 3aboneBaHun, ¢ AP — 97 n ¢ X-cu.
TMNoM HacnegoBaHus — 24. Pa3Hoo0O-
pasve MHI1 cpean geTckoro HaceneHus
npeacraeneHo 158 (61,72% ot obLuero
yucna BbISIBNIEHHbIX 3a0oneBaHuin) 3abo-
neBaHusiMu, BkModas 84 (62,22%) ¢ ALL,
54 (55,67%) c AP n 20 (83,33%) ¢ X-cu.
HacnegoBaHUEM.

Hanbonee yacteimu (1:15000 n vawe)
Ons JETCKOro HacerneHusi okasanucb 24
Hosonornn. Cpeaon AL 3aboneBaHui
Yyalle BCTpeyawTcsi: CMHApPOM Jnepca-
[annoca (pacnpocTtpaHeHHocTb 1:721),
onurodpenus (1:3391), nxtnos (1:3843),
nagoHO-NMOAOLIBEHHAs  KepaTodepmus
(1:4434), Helipodunbpomaros (1:7206),
nouonatnyeckni  ckonmosd  (1:9608),
BpoXaeHHbIn nto3 (1:11530), Tybepos-
Hbl ckneposd (1:14412), cuHpgpom Map-
dana (1:14412), cungpom LTypre-Bebe-
pa (1:14412), cnHOopoM Kyp4vaBbiX BOMOC
c Tyroyxoctbto (1:14412), nonukucTos
novek (1:14412), sBpoxxgeHHas katapakTa
(1:14412), petuHobnactoma (1:14412),
onedapocdurmos ¢ ntozom (1:14412), ru-
noxoHaponnasus (1:14412).

Cpeon AP 3aboneBanHui Haubonee
YacTbIMM SIBMSIOTCA HEeCUHApOMarnbHas
HelpoceHcopHasa Tyroyxoctb (1:1517),

nepetskek (1:7206), BPOXOEHHbIA TW-
notupeos (1:7206), opo-daumno-gurn-
TanbHbIn cuHapom (1:8235), beHnnkeTo-
Hypusa (1:9608), BpoxgeHHas rnaykoma
(1:14412).

Cpeon X-cu. 3aboneBaHun (c pac-
npocTtpaHeHHocTbo 1:15000 manbynkoBs
M yvawe) Haubonee pacnpocTpaHeHbl
onurogpeHusa (4actota 1:1802), Bpox-
O€EHHbIN HucTarm (1:5765), remodpmnua A
(1:9607), 6onesHb MNMapkmMHCoHa 12 Tuna
(1:14412), NMMO [OwoweHHa (1:14412),
numdonponugepaTmBHbIN CUHOPOM
(1:14412).

CpaBHeHME BbISIBIIEHHOMO  CMekTpa
MHTI B PT ¢ gpyrummn permoHamu noka-
3as10 HanM4yme BbIPaXEHHbIX permoHarsnb-
HbIX 0COBEHHOCTEN.

3akntouveHune. Kak crniegyet us HacTo-
ALLEero 1uccnefoBaHns, CymMMapHas pac-
npoctpaHeHHocTb MHIT cpeau getckoro
HaceneHnusa PT coctaBuna 1:103 geten.
Ecnu yyecTtb, 4TO MeTOLONOrMNsi HacTo-
ALLEero nccnegoBaHns No3BONSIET BbisiB-
NSATb MPUMEPHO TMOSOBUHY M3BECTHbIX
Ha CerodHsILUHWN AeHb HacneaCTBEHHbIX
3aboneBaHuin, TO MOXHO NPeAnoNoXunTb,
YTO peanbHbIA TPy3 HACNEACTBEHHOMN
naTonoruv cpeau AeTCKOro HaceneHus
PT coctaensiet npumepHo 1,5%. AHano-
MMYHble pe3ynbTaThbl Noy4YeHsbl U Npu 06-
cnepoBaHuun geten B Yamyptum (1,2%),
Bawknpumn (1,4%), Yysawum (1%) un
PocTtoBckow obnactu (1,3%). BonbLumHc-
TBO BbISIBIIEHHbIX 3a0oneBaHui y geten
CYLLECTBEHHO BMUSOT HA NPOAOIKM-
TENbHOCTb UM Ka4yeCTBO UX XMU3HU, 4YTO
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TUKWN CMUHATNBbHO-BYNIbBAPHOW AMUO-

TPO®UN KEHHEQU N CEMEMHOW ®OPMbI
BONE3HU OABUTATEINNIbHOINO HEBPOHA

B PECNYBJIMKE CAXA (AKYTUA)

B pesynsraTe KNMHUKO-3MMAEMUONOrNYECKNX U reHETUYECKUX nccnefoBaHnii GonesHen asurarensHoro HespoHa (bH) B AkyTun, no gaHHbIM
perucTpa Hesporornyeckoro otaeneHns PBE Ne2-LleHTpa akcTpeHHoW MeauumHckon nomolyu, 3a nepuog 1989-2013 rr. 6binun BbisiBNeHbl 1 ce-
MelHbI criyqan BIH n 3 nauneHToB co cnMHanbHo-6ynbbapHon ammotpodment Kennean. JudpdepeHumansHas guarHoctuka atux 3abonesaHuia
Obina BeCbMa CNOXHOW Ha KMMHUYECKOM aTarne MOoCTaHOBKW AMarHo3a, Tak Kak BO BCEX Cryyasix Obio BbISBIIEHO M30MMPOBaHHOE MopaeHue
nepudeprn4eckoro MOTOHEBPOHA, XapakTepHoe Ans obounx 3abonesaHuin.

KnioyeBble cnoBa: 6one3Hn ABUratenbHOro HeBpoHa, HOKOBOM amMMOTPOMHECKNIA CKNepOo3, MPOrpeccupyoLas MblllevHas atpodus, cnm-

HanbHo-6ynbGapHas amMmmoTpodust KeHHeaw.

As a result of clinical and epidemiological and genetic studies of the motor neuron disease (MND) in Yakutia, according to the register of the
neurological department of the Republican Hospital Ne2 for the period 1989-2013 years it was identified 1 family event MND and 3 patients with
Kennedy spinal-bulbar amyotrophy. The complexity of the differential diagnosis between these diseases has been very difficult on the clinical stage
of diagnosis, because in all cases isolated lesion of peripheral motonevron characteristic for both diseases was found.

Keywords: motor neuron disease (MND), amyotrophic lateral sclerosis (ALS), progressive muscular atrophy (PMA), spinal-bulbar amyotrophy

of Kennedy.

BBeneHue. CnvHanbHo-OynbbapHas
amuoTpodus KeHHeam — 9T0 OCHOBHOE
3aboneBaHne, C KOTOpbIM Heobxogumo
anddepeHumpoBats 6onesHu asura-
TenbHoro HeBpoHa (BAH). YunteiBas Bon-
pocbl 61MoaTuKM npu amarHoctuke BOH,

OABbIOOBA TatbsiHa KumoBHa — K.M.H., CT.
opavHaTtop Hespornorud. ota. PB Ne2-LIOMIT,
davtk@rambler.ru; INTATOHOB ®eaop Anek-
ceeBMWY — [.M.H., AnpekTop MIHCTUTYyTa 300po-
Bbs CB®Y um. M.K. Ammocosa, platonovfa@
rambler.ru; MOMOBA TatbsiHa EropoBHa
— K.M.H., AOLEHT MHCTUTyTa NocTamnnioMHoro
obpasoBaHus KpacHosipckoro roc. dpegepanb-
HOro yH-Ta um. npod. B.®. BonHo-AceHeuko-
ro M3 Po.

YCTaHOBMEHHbI  AMarHo3  CrnvHarnbHo-
BynbbapHon ammnoTpodummn onsg 60nbHOro
CTaHOBUTCHA OTHOCMTENbHO GraronpuaT-
HbIM, HEXXENnn yCTaHOBKa AMarHo3a 6oKo-
BOV ammoTpoduyeckuii ckrnepos (BAC).
CnuHanbHo-6ynbbapHas  amuoTpo-
dua KenHean, unu 6GonesHb KeHHeaum
(MIM 313200), — aTo penkoe Hevipoae-
reHepatMBHoe 3aboneBaHne c X-cuen-
NEHHbIM PELECCUBHBIM TWUMOM Hacrne-
OOBaHWs, MPOSABMSAOLEECH Y MYXYMH
B OTHOCUTENbHO MO3OHEM BO3pacTe,
006bI4HO nocrie 40 net. bonesHb BNepBbie
6bina onucaHa KeHHeam ¢ coaBTopamu B
1968 r. KnuHuyeckas kapTuHa 6onesHu
npeacTtaBneHa CUMNTOMaMy  nopaxe-
HUSt NepudepUYECKOro ABUraTernibHOro

HeBpOHa M MposBAseTcs cnabocTbio U
atpodmert MbllL, B NPOKCUMAnNbHBLIX Y
OVCTanbHbIX OTAenax KOHeYHoCTeW C
hacuMKynnapHbIMA NOAEPrMBaHUAMU 1
6ynbbapHbIMK  HapyLweHusamu. NoMumo
MepPeYNCrneHHbIX CUMMNTOMOB, AN AaH-
Horo 3aboneBaHus XapakTepHbl 3HOOK-
PVHHbIE HapyLUeHWsl, Takne Kak rnHe-
komacTus, ecnnogue, TeCTUKYNSpHbIe
atpodmu. HecmoTps Ha no3gHee Havano
3abonesaHuns, 6onesHb XxapakTepumayertcs
MEANEHHO NPOrpeccupyoLLM TeYeHNeM
C BeCbMa BbICOKOW NPOAOIKUTENbHOC-
Tbto XM3HKM [12]. YacTtoTa 3aboneBaHusi
coctasnsiet 1 cny4dar Ha 40 000 My>4uH
[13]. BornesHb KeHHegu obycrnoeneHa
noBpeXAeHnemMm aHApOreHHoro peuen-



