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Ponb HacneacTBeHHOCTU B pasBUTUN
3aboneBaHnin XEHCKOW PeNPOAYKTUBHON
CUCTEMbI 1 MaToNornu, passuBatoLLEencs
BO Bpems 6epeMeHHOCTH, u3faBHa SAB-
nsieTca ogHMM 13 Hanbonee BaXHbIX BOM-
pPOCOB, KOTOpbIE MHTEPECYIOT MNPaKTUKY-
IOLLMX Bpayen n uccnegosatenen. Ewe
B 1873 1. G. Elliot BnepBble onybnvkoBan
onncaHue crny4vas 3KNamncum y martepu
N ee YeTbIpex Aoveper Co CMepTeNbHbIM
UCXOAOM (32 WCKMKYEeHWeM OZHOM U3
podepeint) [7]. Bce vale B coBpeMEHHON
nuMTepaTtype MOXHO BCTPETUTb YNOMUHA-
HWe O pPOonv HacNeACTBEHHbIX hakTopoB,
npegpacnonararLmux K pasBuTU0 onpe-
[OErneHHOro naTtoriorm4eckoro COCTOSIHMSA
unu 3abonesaHuns (rectos, NepeBUYHOE U
BTOpU4HOoe Gecnnogue, NpvBbIYHOE He-
BblHalLUMBaHWe 6epeMeHHOCTU, SHAOMET-
pvo3, nnaleHTapHasi HeJOoCTaTOYHOCTb,
KnumakTepuyeckuii cuHgpom) [6, 9, 10,
11, 12].

Mpeaknamncusi, unu rectos, 3aHvMa-
eT nuaupyLwmne nosuuMn B naTosnorum
6epeMeHHOCTY 1 ABNSIETCA OHOW U3 Ha-
nbonee 3HauMTeEnNbHLIX NPobnem coBpe-
MEHHOrOo akyLuepcTBa. B HacTosiLee Bpe-
MS YacToTa 3TOro COCTOAHUS konebnetcst
oT 7 po 22% [8]. B cTpykType npuyuH
MaTepUHCKON cMmepTHOCTU B Poccumnckon
Pegepaummn npesknamncusi, cTabuneHo
3aHuMmas 3-e mecTo, cocTtaBnset ot 11,8
0o 14,8% n octaeTca OCHOBHOW Mpuyn-
Hol 3ab0neBaemMoCTn U CMEPTHOCTU HO-
BopoxaeHHbIX [8]. Mo gaHHbIM BOS, y
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POJIb HACNEACTBEHHOCTWU B PA3SBUTUN

NMPE3KITAMIMNCUN

Kaxgoro nsatoro pebeHka, poavBLIErocs
OT MaTepu C NpesKkriamrcuen, B TOM nUnm
WHOWN CTEeNeHW HapyLleHo r3nyeckoe u
NCUXO3MOLMOHaNbHOe pasBuTme, 3Havu-
TenbHO BbllLe YPOBEHb 3aboneBaemMocTu
B MITalEH4YECKOM 1 paHHEM JETCKOM BO3-
pacTe. MNpu4nHbI pa3BUTMS NPE3KNam-
CUWN 3aBUCST OT MHOMMX (pakTOpOB U [0
KOHL@ He M3yyeHbl. HecmoTps Ha MHO-
rOYMCIEHHbIE WUCCNENOBaHWs, BO BCEM
MUpE OO0 CUX MOP HET €OUHOTO MHEHUS
O MpUYMHaxX BO3HUKHOBEHUS NPe3Knamn-
cun. HecomHeHHo, 4To 3aboneBaHue He-
NOCPEACTBEHHO CBA3aHO C GepeMeHHOoC-
TblO, TaK Kak MpekpalleHvne nocnegHen
BCerga CrnocoOCTBYET BbI3A0POBIIEHUIO.
CyLLeCcTByeT HECKOIbKO B3aUMOAOMOSHS-
IOLLMX TMMOTE3 Pa3BUTUSA NPeaKnamMncum,
K HUM OTHOCHATCSI HEBPOreHHasi, Mnoyvey-
Has, NnaueHTapHas, UMMyHorormyeckas
1 reHeTnyeckas teopun [1, 8]. CornacHo
OaHHbIM MCCneaoBaHui NocnegHux ner,
rEHETUYECKNI KOMMOHEHT 3aboneBaHus
MoxeT cocTtaBnaTb Ao 50% Bcex akTo-
pOB, BMUSIIOLLMX HA pa3BUTUE MPeE3Kam-
ncum [8].

OOHUM M3 OCHOBHbIX HanpasneHuin
nccnefoBaHniA Npeaknamncum, Lenb Ko-
TOPbIX — MOATBEPXAEHMNE reHeTUYecKomn
Teopun, ABNSAETCA N3yveHne Tak HasblBa-
eMbIX reHoB-kaHauaatos [2]. Ecnn npo-
[OYKT 9KCMPECCUN reHa MOXET NPsIMO UK
KOCBEHHO y4acTBOBaTb B pPasBUTUM U3Y-
Yaemoit 60nesHu, TO 3TOT reH NPUHATO
HasblBaTb reHoM-kaHangatoMm. Ocoben-
HOCTbK) MHOIMMX BAapPWaHTHbIX FEHOB $B-
NsieTca TO, YTO OHW MOTYT [OMroe BPeEMS
HuKak cebs He nposBNATh. MNaTtonornyec-
KM€ CMMMNTOMbI MOTyT BO3HUKaTb Npu A0-
NOMHUTENBHBIX YCNOBUSIX (0COBEHHOCTYU
nuTaHus, 6epemMeHHOCTb, 06pa3s XnU3HU K
T.0.). B cBA3M co cnoxHon natodusmono-
rmen NpPesknamMrncuMm CrmMCOK FeHOB-KaH-
OnpaaToB, npegpacnonarallmx K npe-
3KMmamncum, orpomeH. M3 reHeTnyecknx
MapKEPOB apTepuanbHOW rMNepTeH3nn
1 NPeaKnamncum NCCnenyrTcs NHcepLm-
OHHO-AENELNOHHbIA NONMMOPdU3M reHa
aHrMoTEH3UH-NpeBpaLlarLLero dpepmen-
Ta (ACE); nonumopduam reHa aHOoTe-
nunanbHou cuHTasel (eNOS); A1166C

nonumopdmam reHa peuentopa | Tvna
aHrvoteHsmHa |lI; monumopduram reHa
anonunonpotenHa E (APOE); nonumop-
ounam reHoB PLAT, PAI-I; nonumopdunam
reHoB MnaueHTapHOW [nyTaTUMOHTPaHC-
depasbl (GSTPT), uMtokmnHa, dakTopa
Hekpo3a onyxonewn (TNF-a) u gpyrue [2].

B HacTosillee Bpems WHTEHCWMBHO
nayyvaetcst pepMeHT reHa 5,10-meTuneH-
TeTparmgpocponatpenykrtassl (MTHFR),
CHWXKEHNE KOTOPOro SIBMSETCH OOHON U3
BaXXHbIX MPUYMH HAKOMMEHUS rOMOLNCTE-
WHa B OpraHusmMe, 4YTo B CBOK Ouvepefb
BeOEeT K PUCKY Ppa3BUTUS COCYAMCTbIX
OCMOXHEHW u npeanamncun y Gepe-
MeHHbIX [3, 14]. N3BeCTHO oKono AByx
aecatkoB myTtauui B reHe MTHFR. Ha-
nbornee M3y4eHHbIM SBNSAETCS BapuaHT,
B KOTOPOM Hykneotung untosuH (C) B no-
31UUKN 677, OTHOCALLIENCS K 4-MYy 3K30HY,
3ameHeH Ha TumuauH (T), 4yTo npuBOAUT
K 3aMeHe aMWHOKMCIIOTHOrO ocTaTka
anaHvHa Ha OCTaToK BanvHa B caWTe
cBA3bIBaHUA chonarta, NpuMBOAMT K Ae-
duunty umtonnasmartnyeckon MTHFR
1N MOBbLILEHNO YPOBHS TOMOLMCTEMHA
B MNna3me KpoBW M3-3a2 MOAABMEHUS €ro
meTabonuama. Y nuu, roMo3uroTHbIX Mo
AaHHON MyTauuu, oTMeYaeTcs TepMona-
ounbHocTb MTHFR n CHWXeEHWe akTuB-
HOCTM dhepmeHTa npumepHo Ao 35% ot
cpegHero 3HaveHus [9]. Mo yacTtoTe an-
nensa MTHFR *677T cCywecTBYHOT 3Ha4n-
TenbHble MEXPacoBble N MEXITHUYECKME
pa3nunuus. Yalle Bcero reH BCcTpevaeTcs
y eBponenueB 32-40% [14], pexe Bcero
- Y YepHOKOXMX adpukaHueB OT 5% u
abopureHoB Asctpanuu u LUpu-JlaHku,
00 20% y asunaros[17].

Mo HeKoTOpbIM [AdaHHbIM NuTepaTty-
pbl, MMEETCH BbIpaXEHHasi TeHAeHLUus
NpsIMO/  3aBMCUMOCTM 4acTOTbl BCTpe-
Yaemoctn myTtaumm MTHFR C677T ot
TSHKeCTU npeaknamncum [2]. MyTaums
C677T B reHe MTHFR Hanbonee yacto
BCTpeEYaeTcs npu Tskenbix doopmax npe-
sknamncum (77,8%) 1 NOBTOPHON NPeak-
namncum (86,7%). Y XeHLMH ¢ MyTaumen
C677T MTGFR pocToBEepHO MOBbILWEH
pUCK Ppas3BUTUS TAXKENOW npeaknamn-
cuKn Npu nocneayowmx 6epeMeHHOCTSX



(53,8%). Mo panHbIM A.[l. Makauapus, y
NauMeHTOK C MpeaKknamMrncuen, UMeLLnX
reHotun MTGFR *T/*T, poctaTo4HO Yac-
TO pas3BMBAOTCS W OpYrMe OCHOXHEHUS
6epemMeHHOCTU. Tak, paHHWE BbIKUAbILLIN
B aHamMHe3e oTMmevanucb y 12,4% 6e-
peMeHHbIX, nosgHue y 33,6%, cuHopom
3a1EePXXKN  BHYTPUYTPOOHOro pasBuTus
nnopa y 25,8%, aHTeHaTanbHasa rubenb
nnoga y 17,5%, npexaeBpeMeHHasi oT-
cnovika nnaueHnTol y 13,3% [5].

Opyrum BapuaHTOM nonumopdumama
reHa MTHFR gaBngeTca 3ameHa Hyk-
neotnpga ageHuHa (A) Ha uutosuH (C)
B no3vuum 1298. Y nuu, roMo3UroTHbIX
no mytauum A1298C, oTmevaeTcsi CHU-
XeHne aktmBHoctM MTHFR npumepHO
00 60% oT Hopmbl. B otnnume ot nonu-
mopdmama C677T, reTepo3nroTHOCTb
N FOMO3UrOTHOCTb Mo MyTauun A1298C
He COMpOBOXOAETCS MOBbILLIEHNEM KOH-
LeHUeHTpaumn obLero romoumcTenHa
B nnasme. OpgHako KoMbuHauusa rete-
posurot no annenam C677T n A1298C
COMPOBOXAAETCS HE TOMbKO CHUKEHMEM
aKTMBHOCTW )EpPMEHTA, HO 1 MOBBILLEHW-
€M KOHLEHTpaLun roMoLncTenHa B nnas-
Me, Kak 3T0 ObIBaeT Npy roMo3MroTHOCTU
no annento C677T.

Mo paHHbIM B. Bennera, oo 65% co-
CYAUCTbIX HapyLUEeHWUA, COCTaBMSIOLLNX
naToreHe3 recTalMOHHbIX OCIIOXHEHWUN,
npeacTaeneHsl  TpombBodunuyeckumm
dakTopamun. EcTb cBefeHus, 4to y 6epe-
MEHHbIX C reCTO30M Yalle BbISABNATCA
Tpombodhmnuyeckne MyTaumum, OgHUM 13
KOTOpbIX siBnsieTca MyTaumsa G202710A B
reHe nporpombuHa. OHa Gbina obHapy-
YKEHa Npuv U3y4yeHnn naumneHToB C cemMei-
HOM MncTopuen TPoMBOUNUN HESICHOTO
reHesa. Y retepo3uroTHblX HocuTenew
3TOro nonumopduama OTMEYEHO MOBbI-
LWeHne ypoBHA npoTpombuHa Ha 50 %
[5]. Tomo3uroTHbIN BapuaHT MyTauuu
G20210A sBnsAeTcsi OYeHb penkon Ha-
XoaKon. [eTepo3nroTHbIMKW HOCUTENSIMU
aToro nonvMmopduama sasnstotcs 2-3%
npegcraBuTenein €BpOMNENCcKONn pachl.
Cpeon adpvkaHueB n npeacraBuTenen
MOHIOMOMAHON packl AaHHas MyTauus
BCTpeyaeTcs odeHb peako [15]. Mo aak-
HbIM psga asTopoB, myTauma G202710A
reHa npotpombuHa BcTpeyaetcs B 4-11%
Cry4yaeB Y >XEHLWMH C Mpeaknamncuen,
TOrAa Kak y 340pOBbiXx 6epeMeHHbIX — B
1-4% [13, 15].

Wccneposanua OemuHa . C. (2008) o
ponu nonMmopmama reHoB «COCyauCTon
CUCTEMbBI» U «3HAOTENUanbHON AUChYH-
KUMWY» B pasBuTUM NPE3KNaMncumn B ABYX
3THUYECKU Pas3nunyaloLLMXcs Nonynsaunsax
(Poccwus n Mpeuust) nokasbiBaroT, YTO pas-
BUTME NpPe3KNnamncuy accouumnmpoBaHo C
AncbanaHcom B 3TUX CUCTEMaX reHOB, HO
npu 3TOM MOSEKYNsIpHblE Mapkepbl 3ab0-
NeBaHus B pa3HbIX CTpaHax OTINYaoTCS.

KoHTponbHble rpynnbl 1 rpynnbl 60nbHbIX
C npeaknamncuen n3 Poccum u peunn
pasnuyarTca No yacTtoTam annenem u
reHOTUMNOB MO reHaMm CUHTa3 oKcuaa aso-
Ta (NOS1, NOS2, NOS3) nu TNF-a (reHbl
«3HpoTennanbHoM amncdyHKummn»). Ha-
nunune reHotunos NOS7T 10/16 n NOS3
4a/4b wn codeTaHHoro reHotuna NOS1T
15/- + NOS3 4a/- no reHam «3HOOTENU-
anbHOW ANCYHKUMN» YBENUYMBAET PUCK
pasBUTUS Mpeaknamncum B Monynsuum
CeBepo-3anagHoro pernoHa Poccuu, a
HOCUTEMbLCTBO COYETAHHOrO reHoTMna
NOS3 4b/4b + PAI1 4G/- — B nonynsiumm
CeBepo-3anagHoro pervoHa peumn [2].

O.B. ManbiweBa, E.B.MosroBasg u
coaBT. [6] uccnegoBanu NOAMMOPMHbIE
obnactn nHTpoHa 4 reHa eNOS 1 UHT-
poHa 16 reHa ACE y 120 XeHLyunH, npo-
XOOMBLUMX FleYeHMe Mo MoBOAY rectosa
B CTauMoHape VHCTUTyTa akylliepctsa u
ruHekonorum um. . O. Otta PAMH. KoH-
TPOMbHYIO rpynny cocTaBunu 73 NoBTOp-
HOPOXaBLUNE KEHLLUMHBI, HE MEBLUVE B
aHamMHe3e MNpuU3HakoB rectosa. AHanus
nonuMmopdguama B nHTpoHe 16 reHa ACE
BbISIBA aCCOLMaLMI0 pa3BUTUSA reCTO30B
c Hanunymewm annens |. l'eHotun I/l B oBa
pasa yalle BCcTpeyarcs npu rectose, 4em
B KOHTpornbHon rpynne (20 n 10% coor-
BETCTBEHHO). BenuuuHa oTHOCUTEND-
Horo pucka (OR) paseuTus rectosa npwu
reHotune I/l coctasuna 2,05 (C1—95%
1,03-2,08). BrisiBneHa Hecny4ariHas ac-
counauust 4b/4b reHotuna reHa eNOS
C TskenbiM recto3oM. OTHOCUTEMbHbIN
puUcK pasButus Tsxenon ¢opmbl 3abo-
neBaHust y 6epeMeHHbIX XEHLLVH C 3TUM
reHotunom coctasun 1,74 (C1—95%:
1,06-2,87). Pasnununa B pacnpegeneHum
reHotunoB reHa eNOS mexay noarpyn-
namu 60nbHbIX 00YCNOBMNEHbI yBENUYe-
HUEM 4acToTbl reHoTuna 4b/4b y naum-
E€HTOK C YMCTbIM TSBKEMbIM recto3oM. Y
NauMeHTOK C COYeTaHHbIMKU opmamu
rectosa pasHOW CTEeneHn TSHKeCcTu aTa
BEMMYMHA MNPaKTUYECKN He OTNnyaeTcs
OT KOHTpOns [6].

B. E. Pag3uHckuii n coaBT. BbIACHUIN,
4YTO NPV NpPe3KnamncuM Hanuuve anne-
nsa PL-All rena GPllla xoppenupyeT c
npeapacnonoXeHHOCTbI0 K PasBUTUIO
deTonnaueHTapHOn HegoCTaTOYHOCTH,
npuvyeM BEPOSATHOCTb 3TOW MaTornoruu
CYLLECTBEHHO MOBbILLIAETCA MNpU co4e-
TaHHOM recTo3e, T. €. Ha (hOHEe UMeto-
Lecsl aKCTpareHUTanbHOW NaTonoruu.
NMomumo atoro, Hannumne annensa PL-All
KOPPEnNupyeT ¢ NpeapacrnonoXeHHOCTbH0
K nepuHaTanbHOW naTtonornv nrogoB U
HOBOPOXJEHHBIX, B NEPBYIO odepenb - K
rmnokcum [9].

Mpn n3yyeHun nonumopdurama mu-
TOXOHAPUANbHOMO U SiAEPHOro reHoOMoB
KopeHHoro  HACEneHua  Pecny6nviku
Bypatus B Hopme v npu natonoruun Ge-
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PEMEHHOCTU, YCTAHOBMEHO, YTO Y OypsiT-
CKMX JKEHLUMH C OTArOLLEHHbIM aKyLlep-
CKMM aHaMHe30M YCTaHOBMeHbl Gornee
HU3KMe 4YactoTbl cavitoB Haelll 16517 n
AspS9/ 16516 B obnacTtn D-netnu muto-
xoHgpuansHon OHK, a Takke noBblLEH-
Has 4actoTta geneumu nokyca ACE no
CpaBHEHUIO C KOHTporem. HarpgeHHble
pasnuuMsi  yKasblBalOT Ha BEPOSATHYHO
B3aMMOCBSI3b KOHKPETHbIX MonMMopduns-
MOB MWTOXOHOPWANbHOIO W SOEPHOro
rEHOMOB C OCITOXXHEHUSIMU TeyeHusa Oe-
pPEMEHHOCTU y BypATOK, B TOM 4ucre 1
npu npeaknamncun [4]. lNpuBeaeHHbIE
[aHHble CBUOETENbCTBYT O TOM, YTO
He WCKMYaeTca BKMag STHUYECKOW
KOMMOHEHTblI B peannsauuio Yy >XeHLLu-
Hbl  3Knamncum, nNoTtomy Heobxoanmo
JanbHenwee mnsyyeHve nonvMmopdusma
reHoB npeaknamncun, y 6epemeHHbIX B
pasHbIX 3THUYECKMX rpynnax, NpoXmBato-
wmx B Pecny6nuke bBypsTtus.

M3noxeHHble Bbille nuUTepaTypHble
JaHHble CBUAETENbCTBYIOT O Hanuuuu
reHeTUYeCcKor MNpenpacrionoXXeHHOCTU K
pas3BuTuio rectoza. CBOEBpEMEHHOE Bbli-
sIBNeHMe HebnaronpusiTHbIX CodeTaHui
annenew reHoB, OTBETCTBEHHbIX 3a pas-
BUTWE recto3a B FEHOTUME KEHLUMH Ha
paHHMX Cpokax GepeMeHHOCTU, a TaKkxke
[0 ee BO3HMKHOBEHMS!, NPEeACTaBnsieTcst
aKkTyanbHbIM ANns hopMupoBaHus rpynn
pucka Mo pasBuUTUIO MNpeaKnamncum wu
3aepKKe pa3BUTUS], YTO NO3BONUT CBOE-
BPEMEHHO NPOBOANUTb NPOMUNaKTUKY 3a-
OoneBaHuNsA N ABNSIETCA OAHOWM U3 3agad
COBPEMEHHON NpPEeauKTUBHOM Meauumn-
Hbl.
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CPABHEHUE YPOBHA TPEBOXHOCTHU Y BOJIbHbIX
C MOHOI'EHHbIMU HACNEOCTBEHHbLIMU
3ABOJIEBAHUAMUN HEPBHOU CUCTEMbI

Llenb nccnepnosaHus. CpaBHNUTb ypOBEHL TPEBOXHOCTY Y BOSbHBIX CO CrivHOLEpebennspHoi atakemeit 1 Tuna, MMOTOHUYECKO ANCTPODUEN,

NX pOOCTBEHHUKOB M Yy 300pP0OBOro HaceneHus.

MaTtepuanbi n metoabl. [Ins peLleHnsi NocTaBneHHoW Lienmn aHkeTnpoBaHo 63 naumeHTa 1 130 300poBbIX UL, B KA4ECTBE KOHTPOSIbHOM rpyn-
nbl, 06PaTUBLLNXCSA B MEAUKO-TEHETUYECKYHO KOHCYNbTaLMIO U BO BPEMSI Bbl€3[HbIX KOMaHAMPOBOK. VICMONb30BaH NCUXOANArHOCTUYECKUIA MeTof,

— T1ecT «Llkana camooueHkn»,

paspabotaHHbin Y.[0.Cnunbeprepom n agantmpoBaHHbii KO.J1.XaHnHbIM.

Pe3ynbratbl. Y 60nbHbIX OTMEYEHa BbICOKas NMYHOCTHas (46,7 6anna) n ymepeHHas peaktuHas (42,5 6anna) TpeBOXHOCTb. Y 340pOBbIX
POACTBEHHMKOB BbISIBfIEHA BbICOKas JINYHOCTHASA TPEBOXHOCTb, MO KONWYECTBEHHbLIM Bannam HeckonbKko Bbile, YeM Yy bonbHbIx — 48,5 6anna.
KnioueBble cnoBa: peakTMBHas TPEBOXHOCTb, IMYHOCTHAS TPEBOXHOCTb, BOMbHbIE, POACTBEHHMUKN.

The purpose of research. To compare a level of uneasiness in patients with spinocerebellar ataxia | type, myotonic dystrophy, their relatives

and in the healthy population.

Materials and methods. For the decision of the purpose of research 63 patients and 130 healthy persons as the control group, addressed to
medical-genetic consultation and during exit business trips have been questioned. Psychodiagnostic method - the test «a self-estimation scale»,
developed by Ch.D. Spilberger and adapted by J.L. Hanin, is used.

Results. High personal (46,7 points) and moderate reactive (42,5 points) uneasiness is noted in patients. In healthy relatives high personal
uneasiness, on quantitative points a little bit higher, than in sick people - 48,5 points is revealed.

The conclusion. High personal uneasiness, mainly in women, and moderately increased reactive uneasiness in patients with spinocerebellar
ataxia | type, myotonic dystrophy and their not affected relatives living jointly, in comparison with control group, is revealed.

Keywords: reactive uneasiness, personal uneasiness, patients, relatives.

AKTyanbHoCTb UccregoBaHUsi

C pas3BuTMEM MOMEKYNSAPHBIX METO-
[OB [ANarHOCTUKM CTano BO3MOXHbIM
npumeHeHne wmetogoB [HK-gmarHoc-
TUKN HacneacTBeHHbIX 3abonesaHui B
NpaKkTU4ecKon MeguuMHe Kak Ans ycra-
HOBMEHUSI U YTOYHEHUS AuarHosa Ha-
cneacTeBeHHoro 3aboneBaHusi, Tak U B
NOKINMMHUYecKon cTaammy 3aboneBaHus u B
[0pOJ0BON AnarHoctuke nnoga. FreHetu-
yeckoe TeCTMpPOBaHUE HacreaCTBEHHOro
3aboneBaHnsi NOAHMMAaET pPsg BOMNPOCOB,
onaceHui U COMHEHUN Kak y GOonbHOro,
Tak y 300pOBbIX YNEHOB CEMbM U BaX-
HelLen 13 cyLLlecTBYHLLMX Npobrnem sAB-
NSAETCs1 BO3MOXHOCTb MCUXONOrMYeckoro
amucTpecca npu nonyyYeHmn nHgopmaumm

N'YPUHOBA EnusaBeta EropoBHa — Bpau-
reHetuk MIK [lepuHartanbHOro  ueHTpa
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O HOCUTENbCTBE reHa TSXenoro, Heusne-
YMMOrO HacnencTBeHHOro 3aboneBaHus
TECTUPYEMbBIM  KITMHWUYECKN 300POBbIM
nMuom 13 rpynnel pucka. Hawmbonee
n3y4YeHHbIM 3aboneBaHMeM B MUpe U B
Poccun B OTHOLLEHUW NCUMXONOrMYECKmX
ocobeHHoCTel GOMbHBIX ABMSETCH Xopes
leHTUHrTOHa [2].

B cBsis3n c HakonneHnem HEeKOTOopbIX
bOpM  MOHOreHHbIX HacneacTBEHHbIX
OonesHen, B 0COBEHHOCTU CrnMHOUEpe-
6ennapHon atakcum 1 Tuna (CLA 1),
MUoTOHU4eckon amnctpodum (MO) cpe-
O KOpeHHoro HaceneHuss Pecny6nuku
Caxa(AkyTuns), uccnenoBaHus UX NCUxo-
rniormyeckmx ocobeHHOCTen, B 4acTHOC-
TW nokasaTensi TPEBOXHOCTU, SABMSOTCS
BOCTPeOOBaHHbIMU 1 HEOOXOAMMbIMU
0N JanbHenwero ynyyweHus meau-
KO-reHEeTUYEeCKOro KOHCYNbLTUPOBaHUA U
OpraHM3aLmmn NCcMxornormyeckon nomoLu
OOMNbHBIM 1N UX CEMbSIM C HacreaCTBEH-
HbIMK 3aboneBaHuamu [4; 5; 6; 7].

CUA 1 Tyna — ayTOCOMHO-AOMUHaHT-
Hoe 3aboneBaHue, 0ObIYHO HavMHatoLLe-
ecs B 30-40 net (B NnpomexyTke oT 4 [0
74 net) ¢ HenoBKOCTU Npwu xoabbe, Gere,
runeppecdnekcun, HucTarma, Au3apTpun.
Mo Mepe HeyKnoHHOro nporpeccuposa-

HUst HabnopaeTcs rpybas atakcus, pas-
BMBAIOTCA AUCMETPUS, aaNafOXOKUHES,
WHTEHLMOHHBIN TpeMop, odTanbmMonne-
rmsi, cnabocTb MMMUYECKON MYyCKynaTy-
pbl, HapyLleHus rnoTaHusl, doHaumMm u
AblxaHus. MauneHTbl normbatoT Beneac-
TBWE yTEpU CMOCOOHOCTM OTKaLLNMBaTb-
Cs, acnupaumv MULLM, PEeCcrnMpaTopHbIX
npobrnem, NPOAOIMKUTENbHOCTL GONe3HN
He 6onee 10-20 ner.

MO - mynbTMcucTeMHoe 3aboneBa-
HMe C BapuabenbHOCTBIO KIMHUYECKMX
NPOSIBNEHUA, CPEAN KOTOPbIX MUOTOHUS,
nporpeccupytolasi  MbllleyHas — cna-
60CTb, MopaxeHnsa cepaua, d9HAOKPUHHO-
BereTaTVBHbIE PACCTPONCTBA, KaTapakTa,
CHWXeHue nHTennekta. M[ nepenaetcs
Nno ayTOCOMHO-AOMUHaHTHOMY TUMY Y Ha-
nbonee yacrto BcTpevaetcs B 20-30 nert.

Llenb nccnepoBaHus: ndyyeHve ypos-
HS1 TPEBOXXHOCTU y BONBHbBIX CO CMMHOLE-
pebennspHoi atakcuer 1 1 MMOTOHUYEC-
Kov gucTpodonen, a Takke y nx 3gopoBbIX
POACTBEHHMKOB 1 B NOMYNALMOHHOW Bbl-
Oopke SKyTOB.

MaTepuan ans nccnegoBaHus
Cbop maTepuana ang Meguko-reHe-
TUYECKOrO U MCUXONOrMYecKoro uccre-





