BUCUMbIX (PEPMEHTOB W YMEHbLLEHUEM
CMHTETMYECKOro NoTeHuuana BHyTpukne-
To4YHOro Metabonmama u nponudepaTms-
HbIX BO3MOXHOCTEN KMETOK NeYeHun, CHU-
XeHneMm B HUX npoaykumm AT® 3a cyer
NHrMbuposaHus peakumnii umkna Kpebca
W IMUKONM3a, a TakKe CHMKEHUNEM YPOB-
HS1 3aLLMTbI KINETOK MeYeHn OT NpoLeccoB
NEePEKNCHOrO OKMCMEHNS NUNNAOoB.
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H.B.Tapacosa, B.I". [anoHckuin

PACMNMPOCTPAHEHHOCTb U UHTEHCUB-
HOCTb KAPUECA 3YEOB Y OETEN-
WHBANNOOB C PA3JINYHOU CTEMNEHBLIO
YMCTBEHHOW OTCTANIOCTHU

CtaTbs nocesilleHa aHanuay pacnpocTpaHEeHHOCTU U MHTEHCMBHOCTU kapueca 3y0oB Yy AeTel U NOAPOCTKOB C PasfMyHOM CTENEHbI0 YMCTBEH-
HOW OTCTanocTn, 060CHOBaHNIO HEOBXOAUMOCTY paspaboTKM NePCOHNMUKALMOHHOWN NporpamMmmbl NPOMUNAKTUKA U NEYEHNST CTOMATONOrMYECKNX
3aboneBaHuii y faHHOW KaTeropumn 6onbHbIX. B Xoae nccnegosaHns pacnpocTpaHeHHOCTb kapueca 3y6oB y 06cneA0BaHHOMO KOHTUHIEHTa onpe-
AeneHa kak Bbicokasi. C yBenu4yeHnem CTeneHmn TSHKecTn YMCTBEHHOWM OTCTanocT! BO3pacTano Konn4yecTso AeTel, MMetoLwyx kapuec 3y6os.

KnioyeBble cnoBa: yMCTBEHHO OTCTanble AeTU, AETU-UHBANMAbI, PpacnpoCTPaHEHHOCTb, MHTEHCUBHOCTbL Kapueca 3y06oB.

This article analyzes the prevalence and intensity of dental caries in children and adolescents with varying degrees of mental retardation, the
justification of the need for personalized prevention and treatment of dental disease in these patients. In the study, the prevalence of dental caries
in the surveyed contingent defined as high. With increasing of severity of mental retardation increased the number of children with dental caries.

Keywords: mentally retarded children, children with disabilities, the prevalence, intensity of dental caries.

TAPACOBA HaTtanbsa BaneHTMHOBHA — K.M.H.,
poueHt BOY BIMO «KpacHosipckuii rocy-
[apCTBEHHbIN  MeOUUUHCKUA  YHUBEPCUTET
um. npocd. B.®. BowHo-AceHeukoro» M3
P®, tarasovastom1@mail.ru; FTANIOHCKUN
BnapucnaB MNeHHagbeBUY — [.M.H., JOLEHT
KpacHosipckoro MY, Bea. H.c. HUA megnunH-
cknx npobrnem Cesepa CO PAMH, gvg73@
bk.ru.

MpuoputeTom rocyaapCTBEHHOW NOnu-
Tk Poccunckon degepauun sasnsetca
COXpaHeHue 1 yKpenneHve 300poBbs Ha-
ceneHuns. CoBepLLEHCTBOBaHNE OKasaHus
CTOMAaTONOrMYeckon MOMOLLM [ETCKOMY
HaceneHuio CTpaHbl 1 nogaepxaHve ee
Ha COBPEMEHHOM YPOBHE SIBMSIKOTCS BaX-
HOW 1 aKTyanbHOW Npobnemon, cTosLen
nepes NpakTUYECKMM 30paBOOXPaHEHW-
em [10]. M3y4yeHne cTtomaTtonorn4eckom
3aboneBaeMoCTn HaceneHus npeacras-

NSEeT BaXHbIV 3Tan peLleHnst aHHOW Npo-
6nembl. Kapuec 3y6oB, no gaHHsIM BOS,
ABMNSETCA LUMPOKO PacrnpoCTpaHeHHON
naTtonorven Teepablx TkaHen 3y6os [9].
CuWTyaumMOHHbIN aHanuM3 pacnpocTpaHeH-
HOCTU N MHTEHCMBHOCTW Kapueca 3y6oB
mokasan, 4YTo yke B BO3pacTe OfHOro
roga y 15% peten obHapyxuBatoTca
NMOpaXKeHHble  KapuecoM BpeMeHHble
3y6bl, K 3 rogam pacnpoCTPaHEHHOCTb
natonormn gocturaet 46%, ak 6 rogam
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Kapuec BpeMeHHbIX 3yb60oB guarHocTupy-
etca y 96% obcnenyembix aeten [2, 6].

B 1998 r. mog pyKoBOACTBOM MpoO-
deccopa 3.M. KysbmuHOM npoBeneHo
3ANMOEMMNONOrM4Yeckoe cTomaTonoru-
yeckoe obcnepoBaHve HacerneHus B 46
permoHax Poccuu ¢ ncnonb3oBaHUEM
eavHbIX KpuTepueB no metogmke BOS.
Pesynbratel MccnegoBaHus nokasanu,
YTO PacnpoCTpaHEeHHOCTb kapueca 3y-
60B BO BPEMEHHOM MpPUKYCE B CpPeLHEM
no ctpaHe coctasuna 73%, B KpacHosip-
ckoMm kpae — 90,5, a B KpaeBOM LEHTpe
— 92,0%. PacnpocTpaHeHHOCTb Kapueca
MOCTOsIHHLIX 3yOOB Yy AeTeil B Bo3pac-
Te 12 net B Poccuun coctaBuna 78%, B
KpacHosipckom kpae — 76,5, B . Kpac-
Hosipcke — 78%. Y nogpocTtkoB 15 net
KapuosHas ©OonesHb Habnioganacb B
88%, B cpegHem no kpato — B 86,5, a B
KpaeBoM ueHTpe — B 92,7% cny4aes [7].
AHanornyHoe noBTopHOe obcnenoBa-
HWe HaceneHus Poccuy npoBogunochb B
2008 r., roe BbISIBNEHO, 4YTO 3aborneBae-
MOCTb Kapuecom 3yboB y aetel n nog-
pocTkoB KpacHosipckoro kpasi CHu3u-
nachb, y AeTen OOLKOMNbHOro Bo3pacTa Ha
10,5 (pacnpocTpaHeHHOCTb naTonorum
coctaBuna 80%), B BO3pacTHbIX rpynnax
12 n 15 net — cooTBeTCTBEHHO Ha 4,5%
B Kaxgon [8].

OuHamnka 3aboneBaemoctn y [Je-
TCKOro HaceneHusa Poccun 3a 10-neTHui
nepuog, No AaHHbIM 3nuaemMuonornyec-
knx obcnenosanui (1998, 2008), npoae-
MOHCTpMpoBana cTabunbHOCTb CpeaHuxX
rnokasartenen MWHTEHCMBHOCTM Kapueca
BPEMEHHbIX 3y0OB y 6-neTHUX geten —
4,78. MNpun aToM Habnoganocb nepepac-
npegeneHme KOMMOHEHTOB B CTPYKType
nHoekca kn: Ha 15% cHuM3Mnocb komnu-
YeCcTBO KapuosHbix 3y6oB, Ha 22% yBe-
NMYNIOCh YMCMO MIOMOUPOBAHHBIX 3y-
608, B 2,5 pasa crano BblLle KONUYeCcTBO
yAaneHHbIX BpeMeHHbIx 3y6oB. CpegHue
nokasarenu nngekca Kry'y 12- v 15-net-
HMX CHU3UITUCb COOTBETCTBEHHO Ha 13,7
n 12,8%, Npu 3TOM YypOBEHb WMHTEHCUB-
HOCTU kapueca 3y060oB y 12-neTHUX AeTeln
B 2008 r. oueHmBancs, B COOTBETCTBUN
¢ rpagaumen BO3, kak Hu3kuii. B o6enx
BO3pacTHbIX rpynnax Ha 28% yMeHbLLUu-
nocb 3HaveHve KomnoHeHTa «K» (kapu-
03Hble 3yObl), YBENUYMIOCH KOMUYECTBO
NNoOMOUPOBaHHbIX 3y6OB, a KonmM4ecT-
BO yAaneHHbIx 3yboB cTtano B 2—-3 pasa
MeHbLue, Yem B 1998 T. [8, 10].

Mpobrnema n3yyeHus pacnpocTpaHeH-

NOCBSILLEHHbIX 3MMOEMUONOrMK kapueca
3yboB y geten 1 nogpocTkoB [2, 6- 9 u
Op.], BMecte ¢ Tem 3TU uccnenoBaHus
NnpoBOAWMUCL Yy AEeTeil C HopMalbHbIM
pas3BUTUEM MHTEMNNEKTa N UMEIOTCS NULLb
€MHWYHble Hay4Hble Nybnukaumm o nep-
COHNMULMPOBAHHOM COCTOSIHUM TBEp-
[ObIX TKaHel 3yOoB y AeTel 1 NogpOCTKOB
C HapylleHWeM pa3BUTUS WHTENNEKTY-
anbHow cdepsbl [1, 3-5]. Mpu nsyyveHun
[aHHbIX nokasatenen y obcrneaoBaHHbIX
[eTel C HTeNnekTyanbHbIM AerLnTom
He NpvHUManacb BO BHUMaHWE CTEMNeHb
yMCTBEHHOW oTcTanoctn. B KpacHosp-
CKOM Kpae Ha CEerogHsAWHWA AeHb He
npoBedeH aHanmM3 CTOMaToNorMyeckomn
3aboneBaeMocT [OeTen-uHBanMaoB C
pasnuMyHON CTeneHbio YMCTBEHHOW OT-
cTanoctu.

Lenb paboTbl — n3dyyeHne pacnpo-
CTPaHEHHOCTU U MHTEHCUBHOCTM Kapue-
ca 3yb0B Yy YMCTBEHHO OTCTanbIX AETEN U
noapocTKoB Ha Tepputopumn KpacHosipc-
KOro Kpasi C yHETOM TSHKECTU HapyLUEHUS
pa3BUTUS UHTENMEKTA.

Martepuansi u metogbl. Ctomarorno-
rmyeckoe obcnegoBaHve OeTen-uHeanu-
[0B C PasfNYHON CTEMEHbI0 YMCTBEHHON
OTCTanocT MNpPOBOAWIN B KOPPEKLMOH-
Hon wkone VIII tmna Ne6 mn cneumnanu-
3MPOBaHHbLIX JoMax-UHTepHaTax Ne3,
Ne4 r. KpacHospcka. O6cnenoBaHHbIV
KOHTUHreHT coctasun 398 yern., cTeneHb
YMCTBEHHOW OTCTanocTu onpeaeneHa
Bpayom-ncuxmatpom cornacHo MKB-10
necsitoro nepecmotpa, Knacc V. «[lcu-
XU4YecKkne paccTponCcTBa 1 paccTponcTea
noBeaeHVsi», faHHbIe NCUXMaTPUYECKOro
OmarHosa CKonvpoBaHbl U3 nctopuin 6o-
nesHu (pa3suTtud) geten. Bce getu B 3a-
BMCUMOCTM OT NCMXNATPUYECKOrO ANarHo-
3a ObInKu pasgeneHbl Ha YeTbipe rpynmbl
(Tabn. 1): 1-9 — yMCTBEHHas OTCTanocTb
nerkas (F-70), 2-5 — ymepeHHas
(F-71), 3-a — tsxenas (F-72) n
4-9 — rny6okas (F-73).

CornacHo  pekomeHpaumsim  BO3
(1963) ans n3yyeHuss ctomatonormyec-
Koro ctaTyca obcrnefoBaHHble 6binv pas-
AerneHbl Ha Bo3pacTHbIe rpynnbl: 6, 12 n
15 net (Tabn. 2).

O6GcnenoBaHue NpoBOAMMM B CTOMa-
TONOrM4ecKkmMx kabnHeTax AETCKNX yUpex-
[OEHWI C UCMOMNb30BaHNeM CTaH4apTHOro
Habopa cTomaronormyec-
KOr0 WHCTpyMEeHTapus B
NPUCYTCTBUM COLMANbLHOIO
paboTHuka (BocnuTaTens,

TepuaytoLLas pacnpocTpaHeHHOCTb Kapu-
eca 3y60B (%); N — uncno nuy, umeroLmnx
XOTs1 Obl OAUH 13 NPU3HAKOB MPOSIBIIEHUS
kapveca 3yboB (kapuosHble, Nnomoupo-
BaHHblE UMK yaaneHHble 3y0bl); n — 06-
Lee ymcno obcrnefoBaHHbIX Ny, B rpyn-
ne.

PesynbraTthl oueHMBanM no Likane
YPOBHEN pacnpoCTpaHeHHOCTN kapueca
3y6oB, npeanoxeHHon BO3: HU3ku ypo-
BeHb — 0—-30%, cpegHuii — 31-80 u Bbico-
ki — 81-100%.

[ns pacyera nokasaTtens WHTEHCKB-
HOCTM Kapueca 3y06OB MCMOMbL30BanNu:
WHOEKC KM — BO BPEMEHHOM MpuKyce,
KMYy+kn — B cmeHHoMm u KITY — B nocto-
AHHOM MpWKycax y Kaxgoro us obcne-
[OBaHHbIX UM WX CpegHee 3HayeHue B
uccrnegyembix rpynnax. OTcyTcTByOLMe
BpeMeHHble 3yObl B nepuog nx pusmnono-
MMYeCKON CMEHbI He YYUTbIBanu B CBA3U
C OTCYTCTBMEM [JOCTOBEPHOCTU UX Mopa-
XeHnsi kapmecom. VIHTeHCHBHOCTbL nopa-
XKEHWNSI KApMEeCcoM BO BCEX rpynnax ornpe-
4ensnuv no opmyne:

M = YKIY + kn/n,

rme M — BenuuuHa, xapakTtepuayroLias
WHTEHCMBHOCTb kapueca 3y6oB B ucche-
ayemon rpynne; Y KMY+kn — cymma Bcex
nHaekco KrY/kn B rpynne; n — obuee
Yncno nNu B rpynne, UMELLNX Kapuec
3y60B.

Mony4yeHHble AaHHblE perncTpupoBa-
N B KOMMNbIOTEPHOM 6a3e AaHHbIX, nocne
Yero Mpov3BOAMMAN UX CTaTUCTUYECKYHO
06paboTKy. Ha OCHOBaHUM MONYyYEHHbIX
abComMTHLIX BENWYMH  paccyMTbiBanu
OTHOCUTENbHbIE (MHTEHCUBHBIE W 3KC-
TEHCUBHbIE KO3(MDUUMNEHTBI) U CcpeaHue
BenuuumHbl. [pn onpegenexHun creneHu
OOCTOBEPHOCTM pe3ynbTaToB  Mccrneno-
BaHWsi AN OTHOCUTENbHbBIX U CPenHUX

CTpyKTypa 00c/1e1yeMoro KOHTHHIeHTa
MO0 NCHXUATPUYECKOMY CTATYCY

I'pyn- | Kon-Bo 006ciieioBaHHBIX
Huarnos ma a0c. yncio | ya. Bec, %
(F-70) 1 94 23,62
(F-71) 2 105 26,38
(F-72) 3 98 24,62
(F-73) 4 101 25,38
Bcero: 398 100

BOSpaCTHOﬁ cocTraB 06cneuyeM0r0 KOHTHUHI'€HTA

HOCTU W UHTEHCMBHOCTU Kapueca 3y6oB  MeOULIMHCKON CecTpbi). 6 et (n=138) | 12 ner(n=132) | 15 ner(n=128)
g Huarnos | a6e. |yn. Bec,| abc. |ya. Bec,| abc. |ya. Bec,
Ha CerogHsAWHNA OeHb He yTpaTuna CBo- PacnpocTpaHeHHOCTb aneno | % laueno|” % lamenol” %
el akTyanbHOCTU ¥ TpebyeT panbHel- Kapueca 3yboB onpenens- (F-70) 30 | 3191 1 33 | 3511 | 31 | 3298
wero usyyeHuss. B coBpemeHHOM oOTe- nm Mo dhopmyre: (F-71) 37 | 3524 | 35 | 33,33 | 33 | 31.43
YeCTBEHHOW 1 3apybexHon nuteparype W =[N/n] x 100%, (F-72) 36 36,74 | 32 32,65 30 | 30,61
HacuuTbiBaeTca Gomblioe ynucno pabor, rge W — BenuumHa, xapak- (F-73) 35 34,66 | 32 31,68 34 | 33,66




BENWYMNH BbIYMCHIANN COOTBETCTBYHOLLME
cpeaHue owunbkn. BelumcrneHus Bbinon-
HANW C UCMONb30BaHWEM SMEKTPOHHbIX
Tabnuy Excel, a Takke naketa ctatucTu-
Yyeckmx nporpamm SPSS 9,0 onsa cpeabl
Windows.

Pe3ynsratbl uccnepoBaHuA. [aH-
Hble  CTOMAaTONOrMyeckoro  OocmoTpa
CBMOETENbLCTBOBANIM O BbLICOKOW pac-
NPOCTPaHEHHOCTU Kapueca 3y0oB y ymc-
TBEHHO OTCTanblX AeTel U MNOAPOCTKOB
— 84,34+0,07%. Y petewn 1-i rpynnel, T.€.
C [AVarHo3oM YMCTBEHHAsd OTCTanoCTb
nerkasi, pacnpocTpPaHEHHOCTb KapMO3HO-
ro npoLecca CoOOTBETCTBOBANa cCpegHeEMy
ypoBHI0 no wkane BO3 — 76,68+0,08%,
MaKCcuUMarbHbIA nokasatenb OTMeYeH B
rpynne peten 15 net (80,65%). Cpen-
HSIST MHTEHCMBHOCTb Kapueca B OaHHOWN
rpynne 4,82, npy 3TOM KOMMOHEHT «K»
coctaBsun 2,05, «M» — 2,2, «Y» — 0,87
(tabn. 3). N3 npencTaBneHHbIx B Tabn. 3
OaHHbIX CrneayeT, YTo B 6 neT B UHAekce
«kn+KIMY» npeBanupoBann KapuosHble
3y6bl, B 12 1 15 net makcMmarnsHoe 3Ha-
YeHve MMen KOMMOHeHT «[», T.e. 3y6bl,
nleyeHble NO NoBOAY Kapueca U ero oc-
TNOXXHEHUN.

Y peten u nogpocTkoB 2-N rpynmbl
pacnpocTpaHeHHOCTb Kapueca 3yboB
coctaBuna 79,06+0,07%. [aHHbIA no-
Kasatenb y AeTel 9TOW rpynnbl Bbille B
CpaBHeHUU C peaynbratamu 1-in rpynnbl
Ha 2,38%. CpenHsasi MHTEHCUBHOCTb Ka-
pueca coctaBuna 5,52, npu 3TOM KOM-
noHeHT «K» coctasun 2,83, «lM» — 1,67,
«Y» — 1,03 (tabn. 3). B coorBeTCTBUM C
NPeAcTaBneHHbIMU B Tabnuue AaHHbI-
MU cnegyeT, 4to B 6, 12 n 15 net mak-
cumarnbHoOe 3HayYeHne MMEET KOMMOHEHT
«K», T.e. 3yb6bl, nmetowme kapuec nmbo
€ro OCOXHEHWS.

Y pneten n nogpocTKOB C TSXKENon na-
TOornornen yMCTBEHHOW oTcTanoctu (3-g
rpynna) pacnpocTpaHeHHOCTb kapueca
3yboB coctaBuna 87,75+0,06%, 4TO Ha
11,07% Bbiwe, Yem B 1-i, U Ha 8,69%,
4yeM BO 2-1 rpynnax. CpegHsis MHTEHCUB-
HOCTb Kapueca coctasuna 7,42, npu 3Tom
KOMMOHEHT «K» uMen makcumanbHoe
3HaveHue — 4,33, «[M» — 1,66, «Y» —1,47.
B cTpykType uHgekca MHTEHCMBHOCTY Ka-
pveca OaHHOW rpynnbl TaK Xe, Kak U BO
2-i, npeobnaganu HeneveHble 3ybbl (ka-
PUO3HbIE), HO YBEMMYMBAIIOCH KONUYEC-
TBO yAarneHHbIX 3yO0B, Kak BPEMEHHbIX,
TaK M NOCTOSAAHHLIX (Tabn. 3).

Y peten n nopgpocTkoB 4-n rpynnbl
nokasartesnb pacnpoCTPaHEHHOCTU Kapu-
eca 3y0OB B CpaBHEHUN C AaHHbIMU 1-1
rpynnel yBenuuuncsa Ha 17,19%, co 2-i
— Ha 14,81, ¢ 3-1 — Ha 6,12 n cocTaBun
93,87+0,1%. CpeoHssi MHTEHCUMBHOCTb
Kapueca 3yboB y pgeten 4-i rpynnbl

Oblna makcumansHa — 8,72 B
CpaBHEHMM C MokasaTtensiMm
1-n, 2-n v 3-n rpynn. Kom-
noHeHT «K» cocrtaBun 5,92,
«[» — 0,47, «Y» — 2,33, Te.
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KapuecoM 3y00B y eTeil M MOAPOCTKOB C IMNArHO30M

yMcTBeHHas oTcTanocTs (YO)

npovcxoamno - yeenuyeHne | Bospact- | Pacmipoctpa- CrpykTypa nHjekca

KonuyecTBa KapwosHbiX W | Has rpyn- | HenHocTs | KITY/km K | i | v

yOoaneHHbix 3yboB 3a cyer na, et | Kapueca, %

yMeHbLUeHNsA nnombruposaH- YO nerxas

HbIX (Ta6n. 3) 6 76,67 5,23 2,68 1,45 1,1
BbiBOAbI: 12 72,73 3,83 1,24 1 249 [ 0,8
1. PacnpoctpaHeHHOCTb 15 80.65 5.41 2,06 | 2,65 | 0.7

Kapueca 3y60B y yMCTBEHHO G 8108 y(g %’BMepeH;S’; 6 14

oTctanbix geten r. KpacHo- 12 74’29 4‘99 2’44 1375 08

sipcka B Bo3pacTe 6, 12, n 15 15 81:82 5:98 2:97 211 (09

neT onpeaeneHa Kak Bbicokasi VO Tskenas

n coctasuna 84,34+0,07%. 6 88,89 6,63 3,80 [ 1,04 [ 1,7
2. C yBenuyeHnem cTe- 12 84,37 7,18 4,14 | 1,93 [ 1.2

neHn  TAXKEeCTU  YMCTBEH- 15 90,00 8,46 496 | 20 [ 15

HOW  OTCTanocTM Bo3pac- YO miybokas

TaeT KOMMYECTBO  AeTel, 6 100 912 | 722 | 0 |19

MMELLNX Kapuec 3y6oB, OT 12 87,50 8,10 50 | 08 |23

76,68+0,08% npn  nerkoit 15 94,12 894 |5.54] 06 |28

crenenn o 93,87+0,1% npu
rnyboKo MHTennekTyanbHON HegocTa-
TOYHOCTW.

3. YBenunyeHue wHOEKca WHTEHCUB-
HOCTU Kapueca 3y0OB NpoOMCXOAUT He
TONbKO C BO3PacTOM, HO U C yBenu4e-
Huem Tsbkectn natonorumn LIHC, 3a cuer
npupocTa KOMNOHEHTOB «K» n «Y». Tak,
y AeTel C AMarHo3oM yMCTBEHHAsA OTCTa-
NOCTb rnybokasi KOMMOHEHT «Y» cocTa-
Bun 2,33, 4yto Ha 1,46 Bblle B CpaBHe-
HUW C OETBMU C AMAarHO30M YMCTBEHHas
OTCTanocCTb ferkas.

4. Bbicokad pacnpoCTPaHEHHOCTb U
WHTEHCMBHOCTb MOPAXEHUs Kapuecom
3y60B y YMCTBEHHO OTCTasnblX AeTen U
nogpoctkoB TpebyeT Gonee npuctans-
HOTO BHUMaHWS K [aHHOW KaTeropuu
OONbHLIX, ONTUMM3ALUKN NevebHO-NpPo-
dunakTuyeckorn paboTbl M paspaboTku
nepcoHN@UKaLMOHHONM NporpaMMbl NpPo-
PUNaKTUKN 1 NeYeHns CToMaTonorn4ec-
Knx 3aboneBaHui.
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KNMMHUKO-TEHETUYECKAA XAPAKTEPUC-
TUKA BONE3HU LUAPKO-MAPU-TYTA
1A TUTA B PECINYBJIUKE CAXA (AKYTWUA)

B paHHOW cTaTbe npefcTaBneHa KMUHUKO-TEHeTUYecKas xapaktepuctuka 6onesnu LWapko-Mapu-Tyta 1A tuna. Metogom monekynsipHo-re-
HETWYECKOro aHanusa BbISiBIIEeHbl NauuneHTbl, coctasmelume 38% ot Bcex tunos LLMT. PacnpoctpaHeHHocTb 6onesnun coctasuna 4,5 Ha 100
ThbIC. HaceneHusi. MeTogoM bparMeHTHOro aHanvaa c Ucnonb3oBaHMeM AuHykneoTuaHbix STR-mapkepoB (D17S52218, D1752223, D17S2229)
nccnegosaHo 98 obpasuos AHK 6onbHbix ¢ LUMT u BbiGopka 13 300poBbIX N, SKYTCKOW 3THUYeckor rpynnbl (n=100). Mo mapkepam D17S2218
n D17S2229 6bina BbiBMNEHa BbICOKas reTepo3nroTHOCTb (N0 76%), T.e. AaHHbIE MapKepbl ABMAATCS MHPOPMATVBHBLIMU B SKYTCKOW MONYMALUNA 1
MOryT ObITb MCNONL30BaHbI ANSA BbIABNEHUS AynnvKauum.

KnioueBble cnoga: 6onesHb LLapko-Mapu-Tyta 1A tuna, reH PMP22, pacnpocTpaHeHHOCTb, parMeHTHbIN aHanua JHK.

This article presents clinical and genetic characteristics of Charcot-Marie-Tooth type 1A disease. By molecular genetic analysis the authors
revealed 43 patients, accounting for 38% of all types of CMT. Prevalence of the disease was 4.5 per 100000 of population. Using fragment analysis
method with dinucleotide STR-markers (D17S2218, D17S2223, D17S2229) they examined 98 DNA samples of patients with CMT and a sample
of healthy individuals of Yakut ethnic group (n = 100). By markers D17S2218 and D17S2229 the authors revealed a high heterozygosity (to 76%),

i.e. these markers are informative in the Yakut population and can be used to identify duplication.

Keywords: disease Charcot-Marie-Tooth type 1A, the PMP22 gene, prevalence, DNA fragment analysis.

BeegeHune. BonesHb Lapko-Mapu-
Tyta (WMT, HacnencTBeHHast MoOTOp-
Ho-ceHcOopHasa  Hemponatus, HMCH)
— obwwpHasa rpynna HacneacTBEHHbIX
OonesHen HepPBHOW CUCTEMbI, XapakTe-
PU3YIOLLNXCA XPOHUYECKU Mporpeccupy-
toLLler cnabocTbio 1 atpoduren aucTanbs-
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HbIX MbILWL, KOHEYHOCTEW, CHWDKEHUEM
CYXOXWUNbHBIX pednekcoB, Aedopma-
LUMen cton n KUCTEW, U3MEHEHMEM MO-
XOAKN U CEHCOPHbIMU HapyLleHusammn [4].
PacnpocTtpaHeHHocTb ©onesnn LWUMT B
mupe coctasnsieT 1 Ha 2500 4en. [8]. B
Poccuu atoT nokasatenb B cpegHeM co-
craBnsieT 5,64 Ha 100 TbiC. HaceneHus
¢ konebaHuammu ot 1,07 no 15,95 [5]. B
HacTosillee BpeMs MAEHTUPMLMPOBAHO
okono 50 nokycoB 1 30 pasnuyHbIX re-
HOB, OTBETCTBEHHbIX 32 (HOPMMPOBaHUE
deHotuna WMT [13]. Haubonee pac-
npocTpaHeHHon oopmon aensaetca LUMT
1A ¢ ayTOCOMHO-AOMMWHaHTHLIM TWUMOM
HacnegosaHus (OMIM 118220) [2]. Mpu-
YMHOW ABRsieTCa MyTauma B reHe PMP22
(peripheral myelin protein). OcHoBHOM TUN
MyTauMn B 3TOM reHe — gynnukaumsa 1,5
M6 B obnactn xpomocombl 17p11.2-12
[2,8,9,12]. Benyliee mecTo B CTpyKType
reHeTnyeckon nartonorum B Pecnybrnvke
Caxa (SkyTus) 3aHMMaloT HacneacTBeH-
Hble GonesHn HepBHOW cuctembl [3]. MNpwu
3TOM MepBOe MeCTO cpeau BCeX MOHO-
FEHHbIX HeBpOrornyecknx 3aboneBaHui
3aHMMaIOT HEPBHO-MbILIEYHbIe B6onesHu,
LLUMT siBnsieTcsa ogHOM 13 camblx pacnpo-
CTpaHeHHbIX B aTon rpynne [3,6,7].

B pnaHHoW cTtaTbe npuBeaeHbl pesyrb-
TaTbl KIMHUKO-reHeanormyeckoro n Mmo-
NeKynsipHO-reHeTMYeckoro  nccrneaoBsa-
Hus 6onesHn LUMT 1A tuna B PC (A).

MaTtepuan n meToabl uccneposa-
HuA. [NpoaHanuanpoBaHbl criydam cobc-

TBEHHbIX U PETPOCNEKTUBHBIX KNUHUYEC-
KMX HabnogeHun GonbHbIX M3 OaHHbIX
PecnybrnmkaHCcKoro reHeTn4yeckoro pe-
rmcTpa HacnegcTBEHHOM U BPOXOEHHOW
natonorum PC (A) B Meanko-reHeTu4ec-
kon koHcynstaummn BY PC(A) PB Nei
— HauvoHanbHoOro ueHTpa MeauuMHB,
OaHHbIX rOJ0BbIX OTYETOB HEBPOSIOrOB CO
BCeN pecnybnvkun, MaTepuarnos HEBPOO-
rmyeckoro otaenexHus N'bY PC(A) PBNe2-
LIOMI, akcnegmumid B ynycbl pecnybnu-
K. B nccnepgosaHue 6binv BKAoYeHbl 113
60nbHbIX (54 XeHLWUHBbI 1 59 MyX4nH) C
KMUHUYECKUM guarHo3om 6onesHb LWLUMT
13 85 HepoacTBeHHbIX cemen. Vccneno-
BaHWe 0400peHO NoKarnbHbIM 3TUYECKUM
KoMuteToMm PIBY «AKYTCKUA Hay4YHbIN
LEHTP KOMMMEKCHbIX MEeOULMHCKMX Npo-
6nem» CO PAMH.

MeTogom KonmvyecTBEHHOro onpeae-
neHust annenen BHYTPWUMOKYCHBbIX MUK-
pocaTennunTHbIX MapkepoB reHa PMP22
(OMIM 601097) 6bInun nccnegoBaHbl: Ha
nepBoM aTane BbIOOpKa U3 300POBbIX ALY
AaKkyTckon nonynsuum (n=100), Ha BTOpoMm
atane - 98 pocTynHbix obpasuos OHK
6onbHbIX ¢ LUMT (36 60nbHbIx ¢ LUMT 1A
TMna n 62 — ¢ HeM3BeCTHbIM TUMom). [Ang
MONEKYNSPHO-reHETNYECKOro  aHanuaa
ObInn CNonNb3oBaHbl 06pasLibl FeHOMHOMN
OHK 6onbHbIx ¢ LUMT, B3siTble C MMCbMEH-
HOro MHGOPMUPOBAHHOIO cornacug. lNMo-
nynsiynoHHas Beibopka 13 100 300poBbIX
HEPOACTBEHHbIX SKYTOB Oblna caenaHa
no gaHHbim baHka IHK HacnencTBeHHON





