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BO3MOXHOCTSIX MpeHaTanbHON AuarHoc-
Tvkn. Cnegyer oTMeTUTb, 4To B 2 (4,3%)
cryvasix nauMeHTKU nocrie npoBefeHust
M4 ¢ AHK nonoxutensHbIM pesynsratom
OTKasanucb OT MpepbiBaHWA MOpaKeH-
HbIMW Niogamu, B pesynbsrate poaunmnch
aetn ¢ BpoxageHHon dopmont M.
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3. OcobeHHOCTbI0 MeanKo-reHeTn4ec-
Koro koHcynstvpoBaHus M[ sensetcs
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T.A. Hukonaesa, T.E. Nonosa

ANCNAHCEPU3ALUUA BOJbHbIX C HEWPOOEIrEHEPA-
TUBHOM MNMATOJIOTMEN B PECIMNYBJIUKE CAXA (AKYTUA)

[MpoBegeHo n3yyeHne pacnpocTpaHeHHOCTU U 3 EeKTUBHOCTM AncnaHcepusauum HenpogereHepaTusHbix 3abonesanuin B Pecnybnvke Caxa
(AkyTns). PeaynbtaThl, MonyyYeHHble U3 aHanun3a paboTbl Bpayei-HeBPOoroB U AaHHbIX HeBponornyeckoro otaenexHust PBNe2-LIGMIT B cpaBHe-
HUM ¢ AaHHbiMmn PITPH 1 B, cBMaeTenbCTBYOT O HEMOMHOM OXBaTe AUCMAHCEPHbIM HabnogeHnem 6onbHbIX C HeVpoaereHepaTuBHbIMK 3a60-

neBaHNAMN.

Camas Bbicokasi 3aboneBaemocTb Habntogaetcs B AGbINCKOM U ANnanxoBCKOM ynycax, B CBA3WN C BbICOKMM pacnpocTpaHeHnem

CUA cpegu kopeHHoro HaceneHusi. 1o YactoTe BCTpedaeMocTu Ha nepBom Mecte Haxogutcst CLIA 1 (42,9%), 3atem cnegyloT MUOTOHUYEecKas
anctpodus (20,9%), 6onesHb MapkuHcoHa (16,3%).
KniouyeBble cnoBa: HelipoaereHepaTuBHble 3aboneBaHnsi, pacnpoCTpaHeHHOCTb, AUCnaHcepusaums.

We studied the prevalence and efficiency of medical supervision of neurodegenerative diseases in Yakutia. The results of neurologists work and
data of neurological department of Republic Emergency Centre testify to incomplete scope of medical supervision of patients with neurodegenerative
diseases. Highest frequency of neurodegenerative diseases is observed in Abiyskiy and Allaikhovskiy districts among the native population.

Keywords: neurodegenerative diseases, prevalence, medical supervision.

HenpopereHepaTtuBHble 3abonesaHus
npruobpenn 0coby akTyanbHOCTb, Kak
B COUManbHOM, Tak U B MeOWLMHCKOM
nnaHe B CBSI3W C AOCTATOYHO LUMPOKOW
pacnpocTpaHeHHOCTbI, TPYOHOCTAMU B
KNMMHNYECKON [NarHoCTUKe, HEYKMOHHO
NporpeaneHTHbIM TeYEHMEM, BbICOKAM
NPOLEHTOM MHBanuamsaumm u daranb-
HOCTbIO MCXOAOB. 3HauuTenbHas 4acTb
3aTuX OOnesHen OTHOCUTCA K Hacnenc-
TBEHHbIM GOMEe3HAM HEpPBHOW CUCTEMBI
(HBHC) 1 nepepaetcsa no ayToCOMHO-A0-
MWHaHTHOMY WK PELLECCUBHOMY TUMY.

C BHegpeHuem «PecnybnmkaHckoro
reHeTUYECKOro perncrTpa HacneacTBeH-
HOM 1 BpoXAeHHon naronorun» (PrP-
HuBIM) Ha 6a3e MeguKO-reHeTu4ecKkom
KoHcynbTaumm PB Ne1 - HaumoHanbHoro
LeHTpa MeauLUMHbl NpoBeAeHa OrpoMHas
paboTta, koTOpasi Mo3Bonura OLEHUTb

HWUKOJIAEBA TaTbsiHa flkOBneBHa — .M.H.,
3aB. kadegpon MW ArY, T.Ya.Nikolaeva@
mail.ru); TOMOBA TartbAHa EropoBHa
— K.M.H., AOLEHT, pykoBog. ne4veb. otaeneHus
MU ArY.

obLWMIA Tpy3 HacneaCTBEHHOW naToro-
M1, U3y4nTb YacTOTy pasfUyHbIX PopM
3aboneBaHnii, BbISBUTb PAcnpoOCTPaHeH-
HOCTb HEKOTOpPbIX U3 HWUX B pasfU4HbIX
3THUYeckux rpynnax [5,7,8]. MNMposeaeHsl
NonynsiuMOHHO-TeHeTUYECKNE UCCNENO-
BaHUSA HEKOTOpbIX (HOPM HacnencTBEH-
HbIX 3aboneBaHun [2,3], BblaeneHbl NATb
dopM HacnencTBEHHOW MaTonoruu, Ha-
3BaHHbIX «SIKYTCKUMW» HacreacTBEHHbI-
MU 60nesHAMM, UMEIOLLMX BbICOKYO pac-
NPOCTPaAHEHHOCTb Y SKYTOB B CPABHEHUN
C MUPOBBIM HapogoHaceneHnem. Tpu 13
HUX OTHOCATCS Kk 3aboneBaHNsIM HEPBHOM
CUCTEMbI: CrMHouepebennapHas artak-
cus | Tuna (CUA | Tvna), MmoToHnyeckas
auctpodus, okynodapuHreanoHaa Mbl-
weyHaa guctpodma [2,7].

BonblwmnHctBo HEHC HOCUT Tsxenbiv
NporpeccupyowWwnii  xapaktep, MNpuBO-
OWT K paHHen uHeanugusauun. MNoatomy
CBOEBPEMEHHOE BbISIBIIEHME W Hanpas-
nexHve B MK PBNe1-HLIM, paspaboTtka
Hanbonee a(PEKTVBHLIX METOAOB Me-
[OVKO-TEHETUYECKOrO KOHCYIbTMPOBaHUS,

Bknovaowmx AHK-avarHocTuky, B TOM
yucne npeHaTtanbHyl U MpecumnToMa-
TUYECKYI0, HaMpaBneHHy Ha npodunak-
TUKY, UMeeT OonbLUOe coLmanbHO-3KOHO-
MUYECKoe 3HaYeHue.

Muorne HBHC saBnswoTcs KnuHU4ec-
KN U FEHETUYECKN reTepOreHHbIM1, 4TO
3HaYMTENbHO 3aTpyaHSET Ux anddepeH-
unanbHyl AumarHoctuky. Ha nposiBne-
HME NaToSIOrMYecKoro reHa okKasbiBaloT
BMUSIHNE BHELUHAA cpeda U Apyrue reHbl
AaHHOro opraHuaMa, HasblBaemble MO-
anduumpyowmmm. Noatomy He y Bcex
HOCUTENen naToNorMyeckoro reHa OH
MOXET MPOSBUTLCA (PEHOTUMMYECKM, Aa
M nposiBneHve ero B oeHoTune boiBaeT
pasHbiM. [eHamu-mogmndumkaTopammn W
BMMSIHUEM BHELLHEN cpeabl onpeaensoT-
Csl NEHETPaAHTHOCTb U 3KCMPECCUBHOCTb
AaHHoro reHa. [log neHeTpaHTHOCTbIO
NMOHUMAETCs MPOLIEHT WHAMBUAYYMOB C
NposIBUBLLMMCS B (DEHOTUMNE reHoM, a
Mo 3KCMPECCUBHOCTBIO - CTEMEHb BbIpa-
YKEHHOCTW NpuU3Haka.

Kak npaBuno, reH obnagaet nnemnor-
pPOMHbIM [OEWCTBMEM, T. €. OKasblBaeT



BMMSIHWE HE TONMbKO Ha kakoe-nmbo ogHo
CBOWCTBO, HO, B W3BECTHOW CTEMEHU, U
Ha Apyrue, 4To NOPOXAaeT BonbLUyiO N3-
MEHYMBOCTb  KIMUHUYECKUX MPOSIBIIEHUIA
3aboneBaHus. OTMe4aeTCcsa 1 BpEMEHHas
nnenoTponus, T. €. pasnuM4yHoe nposiBne-
HMe reHoTMNMYecKoro haktopa B 3aBu-
CMMOCTV OT BPEMEHU Hayana pasBuUTus
6onesHun. Tak, npu renatouepebpanbHOn
anctpodun, pasBMBLLENCH B Bo3pacTte
£o 10 net, Ha nepBbI MnaH BbICTyNaeT
LUMppo3 neveHun, B Bo3pacte Ao 20 ner -
MblLLEYHasl pUrMaHOCTb, @ pa3BUBLLENCS
nocne 30 neT - rmnepkuHessbl. [pun xopee
leHTUHITOHa, pa3BMBLUENCA B BO3pacTe
35 - 40 ner, Ha nepBbIV NNaH BbICTYNaeT
XOpen@OPMHbIA CUHAOPOM, @ €Cnu OHa
pa3BMBaeTCa B AETCTBE, CMHAPOM 06-
LWen pUrMgHOCTM WU MUOKITOHMYECcKas
anunencus.

OfWH U TOT Ke KIMHWUYECKUIA CUHAPOM
MOXET ObITb 06yCNoBEH pasHbIMU reHa-
MU, OTO SIBMEHME HOCUT Ha3BaHWe reHo-
Konuun. ®akTopbl BHELLHEW Cpeabl B CBOO
oyepenb MOryT BbI3blBaTb W3MEHEHMWE
deHoTMNa, KaKk U NaTonornyeckuin reH
(sBneHve peHokonuwn). Tak, HeBparnbHas
amuotpodus LWapko-Mapu-Tyca n cnac-
Tnyeckas napannerus LWTpiomnensa moryT
HacnegoBaTbCslayTOCOMHO-AOMUHAHTHO,
ayTOCOMHO-PELIECCUBHO, a Takke cuen-
JNIEHHO C MOroBOW Xpomocomon [1]. ATu
3aborneBaHusa CBSA3aHbl C PasNUYHbIMU
reHamu. M3-3a mogmdumumpytoLlero Bnu-
AAHWSA reHOB 1 (PaKTOPOB BHELLHEW cpeabl
oTMevaeTcs bonbLuoe pa3Hoobpasme na-
TONOMMYECKNX COCTOSIHWUM, 13-3a Yero Obl-
BaeT TpyaHo AunddpepeHumpoBatb ABa
pasHblX HacneacTBEHHbIX 3aboneBaHus.
Tak, abopTuBHYylO OpMY HeBparnbHON
amuotpodum Lapko-Mapu-Tyca 6eiBaeT
TpyaHo AnddepeHLmpoBaTh ¢ 60nesHb0
dpuapeiixa. B obonx cnyyvasx Habnwoaa-
eTca apedrekcua n gedopmaums cTon.
Pa3nnyaTb nX MOXHO TOMbKO Ha OCHOBa-
HUW N3yYeHUS POAOCITOBHOW GOMbHbIX.

fBneHne deHokonuM MOryT npown-
NOCTpUpOBaThL  Criedylne npuMepsl
HeHacneacTBEHHbIX 3aboneBaHui, KOTo-
pble KIMMHWYECKN HanoOMWHAaKT Hacneac-
TBEHHble. HeBpanbHytlo amunoTpoduio
HaNoOMWHAaKT XPOHWYECKUA MONUHEBPUT,
MHOXECTBEHHbIE MOHOHEeBponaTun, Mu-
onatnyeckue CUHOPOMbI HabnioparoTcs
npu runepTMpeose, rmMNoTMpeose, nep-
BMYHOM runepanbgoCTEPOHM3ME U 3M0-
Ka4yeCTBEHHbIX 3aboneBaHuaX Nerkux,
cMHOpoM OOKOBOro ammoTpodryeckoro
ckreposa Habnogaetca npu LepBuKkanb-
HOW MUenonaTum Ha NoYBe OCTEOXOHAPO-
3a NO3BOHOYHKKA, bonesHb LTpomnens
nmeeT obLme CMMNTOMbI CO CMIMHANBHOW
OpPMOV pacCesHHOro ckrneposa 1 T.4.

MepeuncrneHHble dakTbl NokasblBaloT
TPYOHOCTW [MArHOCTMKW HacnencTBeH-
HbIX 3aboneBaHWii HEPBHOW CUCTEMBbI,

XOTs1 3aKOHbI TEHETUKM KaXKyTCs NMpPOCTbl-
Mu. [Anga 6onbwwmHcTBa M3 cywiecTsy-
10T MONYMSAUMOHHBLIE Pa3nuyns, Kak Mo
pacnpoCTpaHeHHOCTH, Tak U MO CNeKTpy
N YacToTe MyTauuin B reHax, AeTepMmu-
HUpYyOLWMX X passutue. [loatomy ans
obecneyeHua Hambonee ahPEKTUBHOIO
MI'K Heobxogumo nsyveHne pacnpocTtpa-
HEHHOCTM U MOMNEKYNsPHO-TEHETUYECKNX
OCHOB HacneacTBeHHbIX 3aboneBaHui B
OTAENbHBIX PErMOHAaX U 3THUYECKNX rpyn-
nax [4].

AkTyaneHocTb u3yveHns HBHC B
AkyTrn onpepensanacb  3HaYMTENbHbIM
cBoeobpa3vnem reHodoHaa ee Hacene-
HUS, OpMMpPOBaHME KOTOPOro WMeeT
ONUTENBHYIO W CIIOXHYI0 MCTOpUio, a
Takke BbICOKMM rpy30M HacneaCTBEHHON
natonorum cpegu skyToB. B Akytuum, no
OaHHblM  [ocymapcTBeHHOro  komuTteTa
cratuctnkn PC(A) 2008r., npoxusaer
949 972 yen. KopeHHoe HaceneHue pec-
ny6rnvKkM — SKyTbl, YUNCNIEHHOCTb KOTOPbIX
coctaBngeT 432 290 yen. (45,5%).

YacTblMn HacneacTBeHHbIMM  3abo-
NEBAHNSIMU YCMOBHO TMPUHATO cyUTaTb
Takue, pacrnpoCTPaHEHHOCTb KOTOPbIX
coctaengeT > 1: 50000 HaceneHus [1,4].
K Hum oTHocsiTca Takme HBHC, kak CLIA
| Tuna, MuOTOHMYecKas [ucTpodus,
oKkynogapuHreanbHasa MbllleyHas Auc-
Tpocpusa [3,6]. C pasButneM MeTOAOB
MOMEKYNsiPHON reHeTUKN NoABUNach BO3-
MOXHOCTb  U3YYEHWUs]  MOJIEKYNSPHbIX
OCHOB 3TWX 3aborneBaHWi, BbISBMEHWS
nonynsauMoHHOro pasHoobpasus ux re-
HETUYEeCKMX POPM M rEHETUYECKMX MEXa-
HM3MOB pacnpoCTpaHeHus B NOnynsauum
SIKYTOB.

B uenom BbISIBNeHNe 3THO-TEpPPUTOPU-
arnbHbIX 0coBeHHOCTeN pacnpocTpaHeH-
HOCTM HelpoaereHepaTuMBHbIX 3abone-
BaHWI SIBNSETCS OCHOBOW ANSA CO3AaHus
3hPEKTMBHON CUCTEMBI UX MOHUTOPUHTA
1 pas3paboTkM MEeTOAOB OUArHOCTUKM ©
NPOUNIaKkTUKKA, ONTUMarbHbIX AN KOH-
KpeTHOro parnoHa.

Llencto paboTbl sBRsieTcs msydeHune
pacnpocTpaHeHHOCTU 1 3PEKTUBHOCTH
AvcnaHcepusaunm gereHepaTvBHbIX 3a-
6oneBaHuii HepBHOW cucTembl B Pecny6-
nuke Caxa (Akytus).
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Martepuan n mMeTtoabl uccneposa-
HUA

Marepvnanom ansi uccnegoBaHuii noc-
NYXWUN1 roAoBble OTHETbI HEBPOSIOrOB
Bcex ynycoB PC(A), .AKyTcka, B KOTOpPbIX
[aetcsa cnucok Bcex bonbHbix ¢ HBHC,
a Takke uneHoB ux cemen. Petpocnek-
TMBHO M3y4eHbl UcTopun BonesHn Bcex
6onbHbIX ¢ 2006 no 2008 r., HaxoauB-
LUMXCHA Ha NeYeHUn B HEBPONOrMYEeCKOM
otaeneHnn PB Ne2 — LleHTpa aKCTpeH-
HOW MeOULIMHCKOM MOMOLLM C ANarHO30M,
COOTBETCTBYIOLUMM HenpoaereHepaTuBs-
Hov natonoruu (HAOM). B nccnegosaHune
BKIOYEHbI BOnbHbIE C [OCTOBEPHbLIMU
aunarHozamu: CLIA | Tuna, muoToHnyec-
Kas gucTpodms, okyrnodapuHreansHasi
MblllevHast AaucTtpodus, HeBpanbHas
amuotpodms  Lapko-Mapu-Tyca, 60-
nesHb dpuapenxa, 6ynsbo-cnuHanbHas
amuoTpodms  KeHHegw, cnacTuyeckas
cemenHasa napannervs LTpromnens, xo-
pes eHTuHIToHa, 6onesHb MapkuHCcoHa.

Pe3ynbraTtbl uccnegoBaHusa

M3y4eHbl rogoBble OTYETHI MO HEBPO-
noruyeckon cnyx6e 3a 2008 r. n3 33
ynycoB pecnybnukn n r.AkyTcka, a Tak-
Xe npoBoaunachk CBepka C MCTOPUSIMU
Gones3Hn HEBPOIOrMYECKOro OTAENeHus
PBNe2-L19MI1 3a 2006-2008 . No npuka-
3y no PBNe2-LISMIM ot 2001 r. konkun ans
OonbHbLIX C HacneacTBeHHbIMKU 3abone-
BaHWSIMU HEPBHOW CUCTEMbI HaxXoAsTCs
B HEBpOrornyeckom otaeneHuun. Bcero
Ha y4yeTe y HEBPOJIOroB YIyCOB COCTOUT
343 ven. c HBHC, 3a Tpu roga B HeBpo-
fiormyeckoM otgeneHuun nponedeHo 125
6onbHbIX. [INs OLEHKN MOMHOTHI OXBaTa
avcrnaHcepusaumen no MecTy MNpoXu-
BaHUSA MaLMEHTOB CPaBHUNW C [aHHbI-
mu PIPHuBIM [3]. Kak BugHO u3 1abn.1,
[aHHble, Morny4YeHHble 13 OTYETOB YyrMyc-
HbIX HEBPOJSIOTOB M HEBPONIOrMYeCcKoro
otaenenuns PBNe2-LIGMI He coBnagatoT
C konmyectBoM GomnbHbiXx B PIPHuBII.
Haunbonbluve pacxoXaeHus nory4yeHbl
Mo MMOTOHUYECKOWN ANCTPOUM, KOTOpbIE
MOXHO OOBACHUTbL OTCYTCTBMEM Xanob,
HEBPOIOrMYECKNX MPOSIBMEHUI, BIUSIIO-
LWMX Ha XU3HEeLEeATEeNbHOCTb M TpyaocC-
NocobHOCTb Y NauMEeHTOB, NPU HaNM4YUn

reHeTnyeckoro pedekra.
Tabnuua 1

CpaBHHTEJIbHOE KOJINYeCTBO 00JIBLHBIX, COCTOSILINX HA y4eTe Y HeBpoJiora
3a 2006-2008 rr. u no ganubiM PI’PHuBII (MakcumoBa H.P. ¢ coasT., 2008 r.)

No Jnarsos Cocrost Ha y4e- | COCTOUT MO JaHHBIM
B T€ y HEBpOJIOTa PI'PHuBII

1. |CrnunouepebemtsapHast atakcus | Tuna 170 210

2. |Muoronnyeckas qucTpodus 72 114

3. |OkynodapuHreaibHas MbIIEYHAs JUCTPODHUs 10 50

4. |HespanpHas amuorpodus [lapko-Mapu-Tyca 36 86

5. |Cnactuyeckas cemeitnas naparuierus HInproMmens 9 7

6. |Bonesns ITapkuHcoHa 56 0

7. |Bynbbo-crnnHanpHas amuorpodus Kennenn 2 4

8. [Xopes I'enTHHrTOHA 5 1

9. |Arakcus Opungpeiixa 6 9




. AKYTCKNA MEOVLMHCKAR YKYPHAT

KonmnyecTBo ANCIaHCePHBIX 60JIBHBIX
¢ HelipoereHepaTUBHOM NMaToJI0THel 1
3a0oseBaemMocThb 1o yaycam PC(51) 3a 2008 r.

Kon-Bo | 3ab6o-
Yuc- | nucnas- | IeBae-
Vive JIEH- | CEpHBIX | MOCTh
Y HOCTB | 0O0ITb- Ha
Hac. HBIX ¢ | 1000
HAII Hac.
AOBICKHI 4483 22 49
AnJlaHcKMiA 47135 1l 0,02
AJTauXoBCKUN 3115 13 4.2
AMI'MHCKHI 16459 16/ 0,97
Anabapckuit 4037 0,25
bynyHCKmi 9177 1 0,1
Bepxuesuirovickuii| 21275 3| 0,14
BepxuekonsiMckuii | 5006 7 1,4
BepxostHCKHI 12390 8] 0,65
Bumotickuit 25581 18 0,7
[opHbIit 11390 10/ 0,88
JKuranckuii 4072 - -
KoOsiickuit 13501 5 04
Jlenckui 38548 19 0,5
Meruno-Kanranac-| 31713 14 0,44
CKHUit
MUpHUHCKHIA 83420 5 0,06
|MoMckmiA 4615 3| 0,65
|Hamckmit 22407 15| 0,67
Heprourpu 88250 2| 0,02
HuKHEKOIBIMCKHI 5254 1 0,2
HropOunckuit 24797 37 15
ONUMSIKOHCKHI 13081 - -
OJIEeKMUHCKUI 25960 9 0,35
OneHekcKkui 4101 - -
CpennekonbiMckuii | 8057 7] 087
CyHTapckuit 25651 5 0,2
TaTTHHCKWI 6103 25 1.6
TOMITOHCKHIA 14865 7 0,5
YeTb-AnIaHCKHI 21765 10| 0,46
Yerp-Maiickuin 10311 - -
Verp-SIHCKnit 9035 - -
XaHrajaaccKui 34897 25 0,7
YUypamyuHCKHi 20231 6 0,3
DBeHo-bbITaHTal- 2787 3 11
CKHI
SIkyTCK 266503 68| 0,26
Bcero 949972 343] 0,36

OfHOM 13 OCHOBHbIX 1 YacTbiX hopm
HOM B npakTuke KNUHWUYECKOW HEBPO-
norum aensietca 6onesHb [MapkuHcoHa
(BIM). B peructpe He y4yTeHbl GoOnbHblE
¢ B, Torga kak ocobbli MHTepec Ans
COBPEMEHHOW MELMULUMHCKOW TFeHETUKN
NpeacTaBnatoT NOMynsunoHHbIE U More-
KyNApHO-TeHeTUYeCKNne  nccnegoBaHus
BIM, wvmetlowero MHoroakTopHyto npu-
pooy CO 3HauuTenbHbIM BKNagOM reHe-
TUYECKOTO KOMMOHEHTAa. AKTyanbHOCTb
3TUX WCCNEedOBaHMN onpeaensieTcs He-
PELLEHHOCTbIO MPOBNEMbI reHEeTUYECKOM
OCHOBbI NaToreHesa bll, cywectBoBaHu-
€M MHOTOYMCITEHHBIX MOHOTEHHbIX (OOPM
3aboneBaHnsi, OTCYTCTBMEM WHGOPMa-
UMM O PacnpoCTpaHEHHOCTU CeMEMHbIX
n crnopaguyeckmx dopm 3aboneBaHui
B Pa3fUYHbIX PErvoHax n ITHUYECKMX
rpynnax. PacnpocTpaHeHHOCTb OaHHOW
naTonorMm B pasHblX CTpaHax Mupa co-
ctasnget 100-200 4en. Ha 1000 Hacene-
Husa [15], a B Poccnm — 80-100. Bonpoc
O reHeTMYecKor npeapacrnonoXeHHOC-
T obcyxaaetcsa HeBponoramy [OaBHO.

wnotesa o0 3Ha4YeHWM rEeHEeTUYeCcKoro
hakTopa BO3HMKNA Ha OCHOBaHWM hak-
TOB OOHapyeHMs BbICOKOrO MpOoLEeHTa
BOmbHbLIX NAapPKUHCOHU3MOM Cpeau poAc-
TBEHHMKOB NpobaHaa. YCTaHOBMEHO, YTO
[ONS NapKMHCOHM3Ma XapaKTepHa Hu3Kas
NEHETPaHTHOCTb MaTONOrM4YEeCKNX reHoB,
XapakTep HacneaoBaHWs Yalle ayTocoM-
HO-AOMUHAHTHbIA C KAMHUYECKON Ma-
HudecTaumen muwb y 25% HocuTenemn
reHa. CemeliHble criyyam COCTaBnAT He
6onee 10% ot obwero yncna cnyyaes
BI. B cBsA3n ¢ aTM Haspena Heobxoau-
MOCTb co3gaHus permctpa 6onesnun Map-
KMHCOHA M CUMHAPOMAa MapKMHCOHU3Ma B
Lensx ynyJleHus OuarHoCTUKM U neve-
HWS NaUNEHTOB.

Camasa BbicOkas 3aborneBaemocTb
HAM HabnogaeTca B CEBEPHbIX yrycax,
Taknx Kak AObINCKUI M ANNanxoBCKUN,
B CBS3M C BbICOKMM pacrnpoCTpaHeHNeM
CUA cpeou kopeHHoro HaceneHusi. Kak
nssectHo, CUA 1 Tuna sensetca ayTto-
COMHO-AOMVHAHTHbIM  3aboneBaHuem,
MUMEILLMM  BbICOKYD pacrnpoCTpaHeH-
HOCTb cpean sikyToB (38,6 Ha 100 TbIC.
SKyTOB MO cpaBHeHuto 1-2 Ha 100 TbiC.
B MUPOBOM HaceneHum). B 1994 r. ycra-
HOBMEHO MOJEKYNnsipHasi OCHOBa 3TOrO
3aboneBaHns, CBA3aHHas C MyTaumen
reHa atakcum (SCA 1), pacrnonoxeHHOro
Ha LWwecTon xpomocome [16]. HepocTto-
BEPHble [aHHble MomnyyeHbl Mo YcTb-An-
[aHCKOMY YIycCy, YTO CBA3aHO C OTCyTC-
TBUEM MHpOPMaLMKM NO HAcNeaCTBEHHOM
naTornorum B oT4eTe Bpada-HeBporsora. B
OnmskoHckoM, OneHekckoM, YcTb-Maii-
CKOM, YCTb-HAHCKOM 1 XKuraHckom ynycax
Ha yyeTe HeT DONbHbIX C HerpoaereHepa-
TMBHOW naTonorven (Tabn.2). 3To MoXHO
006BbACHUTL HU3KON BbISBNAEMOCTbLIO, Ma-
NOYMCIEHHOCTBIO 3TUX YNYCOB, a Takke
OTCYTCTBMEM B 3TUX yrycax HEBPOIOroB.

B Tabn.3 npegcraBneHa 4acrtoTa
BcTpevaemoctn HBHC cpegn gucnaH-
cepHbIx OonbHbiX. Kak BuaHO, Ha nep-
BOM MecTe no yactoTte Haxogutcs CLIA
| Tna (42,9%), 3atem cnegyT MUMOTO-
Hunyeckasa amctpodms (20,9%), 6onesHb
MapknHcoHa (16,3%). OaHHble no Bl He
COOTBETCTBYHOT UCTMHHOW KapTWHE pac-
NpoOCTpaHeHHOCTM UK 3aboneBaemMocTy,
MOCKOMbKY He BCerfa Ha ypoBHe Bpayen
NepBMYHOTO 3BEHa YyAaeTcs MpOBEeCTU
anddepeHLmanbHy ANarHoCTUKY MeX-
Oy CUHOPOMOM napkuHcoHusma u BIl.
9710 TpebyeT [OCTAaTOMHO BLICOKOW KBa-
nudmkaumm Bpava. [laHHoe obcTosiTenb-
CTBO TaKXe CBMAETENbCTBYET O HEOOXO-
OMMOCTU CO3[aHWs eduHOro perucrpa
[aHHOI naTonoruu.

Takum obpasom, npeaBapuTenbHble
pesynbTaTbl, MOMyYeHHblE K3 OTYETOB
Bpayen-HeBPOnoroB U [AaHHbIX HEBPO-
normnyeckoro otgenexnus PBNe2-LIOMI
B CpaBHeHUM C JaHHbiMn PIPH n BIT,

Pacnpenesenue 1HcaHCePHBIX 0OIBHBIX
10 Ho30J0rHYecKuM (hopmam (adce./%)

Kon-Bo| % ot
auc- | obmero
Ne| Hozomormueckas popma [aH- | KoIl-Ba
cepHBIX| 00ITb-
00Jib- | HBIX C
HBIX HJIT
1. [Cnuno-uepebennsipuas| 147 | 42,9%
arakcus | Tuna
2.[Muoronunueckasa| 72 20,9%
UcTpodus
3. [bonesus Ilapkuncona 56 16,3%
4/HeBpaunosbHua s 36 10,5%
amMuoTpodus [apko-
Mapu-Tyca
5. |Oxynodapunreansunas| 10 2,9%
MHOIUCTPO(USL
6. [CemeliHass maparuierus 9 2,6%
I Tprommens
7. [Arakcus @punperixa 6 1.7%
8. [ Xopest [ eHTHHITOHA 5 1,5%
9. |bynbs6o-cnuHanbHasd| 2 0,6%
amuorpodust Kenneau
Hrtoro 343 100%

CBUOETENbCTBYIOT O HEMONHOM OxBaTe
AWCnaHcepHbIM HabnogeHnem 60MnbHbIX
c HOMN. [Onsa ynyyweHusa paboTbl No Bbl-
SBMIEHNIO U CBOEBPEMEHHOMY IEYEHUIO
OonbHbIX C HenpoaereHepaTVBHbIMK 3a-
6onesaHnsiMm HeobxoaMMO YCTaHOBUTL
NpPeeMCTBEHHOCTb Mexdy HeBpororamu
N reHeTnkamm.
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