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Hacnedcmeennas netiponamus Illapko—Mapu— Tyma (HHIIIMT) — naubonee pacnpocmpanenHas (popma HacaeodcmeeHHbIX NOAUHEeponamuil.
Ileav uccaedosanus — pazpabomra Hay4Ho 0O0CHOBAHHBIX AN2OPUMMOB AeueOHO-OuazHocmuueckoil nomouwu 6oavhoim HHIIIMT (na npu-
Mmepe Kpachosipckoeo kpas).

Mamepuaavt u memoovt. Obcaedosarno 324 auya (npobandsl u ux podcmeennuxu I1-i u 2-it aunuu poocmea). [lpoanasusuposaro
125 (38,5%) u3z 324 kaunuueckux caynaee HHIIMT, u3z nux 0as nocaedyoujeeo cmamucmu4ecko20 aHaiusa 6 6bl00pKYy 6KAHUEHO
64 (51,2 %) cayuas (npobarosl u uieHsl ux po0OCI08HbIX, NpouLedulle 8ec KOMNACKC KAUHUYECKUX U A1A00PAMOPHbIX UCCACO08AHUIL CO-
2/1aCHO NPOMOKONY Hacmosuwe2o uccaedosarus). Bozpacm omoobpanuvix 64 auy eéapvuposanr om 6 do 81 eoda: meduana éospacma —
30,5 200a, 6 mom uucae 24 (37,5 %) acenuwunnt, meduana éozpacma 33,5 200a; 40 (62,5 %) myxucuun, meduana eospacma 28,5 2oda.
Memodul duaeHocmuKuy: KAUHUKO-2eHemu4ecKuil, KAUHUYeCKUll He8poA02U4eCKUll, Helpopu3uonoeuueckuil, MONCKYAIPHO-2eHeMU4ecKui,
OUEHKA Kauecmaa JcU3HU, OUeHKa MPegoICHOCMU U denpeccuu.

Pesyavmamot. Omseowennoiii cemetinviii anamues no HHIIMT ommeuen ¢ 53 (93,0 %) uz 57 cayuaee ¢ npeobradanuem aymocomHo-
OdomMuHanmHo2o muna Hacredoganus — 52 (91,2 %) cayuas. B pezynvmame JITHK-mecmuposanus dynaukayuu eena beaxa nepugepuue-
ckoeo mueauna (PMP22) na 17-ii xpomocome, npogedennoeo y 34 obcaedyemoix, dannas mymauus obnapyxcena y 17 (50,0 %) 6oavHbix.
Moduguuyuposannas memoouxa KOMRbIOMEPHOL NANNECME3UOMEMPUL C UCNOAb308AHUEM OMEUeCMBeHHO20 OUACHOCMUYECK020 000pY00-
sanus «Bubpomecmep-Mb H» BT-02- 1 s61semcs uyscmeumenvHvim Memooom OUazHOCMUKY 2eHemu4ecKu 0emepMUHUpO8aHHoi demue-
aunuzayuu npu HHIIMT na pannux cmadusx pazeumus 3a601e8aHus U Modcem 0bimb peKoMeH008aHa K 60aee WUPOKOMY UCHONb308AHUIO
6 dpyeux peeuonax Poccuiickoit Dedepayuu.

Karoueewie caosa: nacnedcmeennas netiponamus lllapko—Mapu—Tyma, kaunuka, eenemuka, OuazHoCmuKa

Organization experience of diagnostic and medicosocial services for patients
with Charcot—Marie—Tooth disease in Krasnoyarsk region

E.V. Glushchenko', N.A. Shnayder', E.A. Kantimirova', E.A. Kozulina', M.I. Voevoda?, V.N. Maksimov?, A.A. Allakhverdyan’
!Krasnoyarsk State Medical University named after prof. V.F. Voyno- Yasenetsky, Krasnoyarsk;
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Hereditary neuropathy Charcot-Marie-Tooth (CMT) is the most common form of hereditary polyneuropathies. Goal of the study was the
development of evidence-based diagnostic and treatment algorithms using patients with CMT (for example, in Krasnoyarsk Territory).
Materials and methods: A total of 324 people. (probands and their relatives 1 and 2 lines of kinship). We analyzed 125 (38,5 %) clinical
cases of CMT, 64/125 (51,2 %) clinical cases were include to statistical analysis (probands and their family trees, past the full range
of clinical and laboratory findings according to the protocol this study). Age ranged from 6 to 81 years, median age — 30,5 years, including
women 24 (37,5 %), median age — 33,5 years; males 40 (62,5 %), median age — 28,5 years. Methods of diagnosis: clinical, genetic,
neurophysiological, molecular genetic, assessment of quality of life assessment of anxiety and depression.

Results: The family history of CMT noted in 53/57 (93,0 %) cases, with a predominance of autosomal dominant type of inheritance —
52 (91,2 %) cases. As a result of DNA testing duplication of peripheral myelin protein gene (RMR22) on chromosome 17, held 34 survey,
this mutation was found in 17 (50,0 %) patients. Modified method of computer esthesiometry for CMT diagnosis using domestic diagnostic
equipment “Vibrotester-MBN” BT-02-1 has a high sensitivity in the early stages of the disease and can be recommended for more wide-
spread adoption of on par with other subjects of the Russian Federation.

Key words: hereditary neuropathy Charcot—Marie—Tooth, clinical, genetic, diagnostics
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HepBHo-MbileyHbIe
BOJNIE3HH

Kaunuueckue uccaedosanus

HacnenactBennas Heiipornatust Lllapko—Mapu—Tyra
(HHILMT) — namnbonee pacrpocTpaHeHHasT KIMHUYC-
cKkasl hopMa HacJeACTBEHHBIX MoyjvHelponaTuii [1-3].
Cpennsis yactora Berpedaemoct HHIIIMT B monymstiin
cocrasiseT 1 Ha 3 Teic. HaceneHus [4—6]. [Tpumepno 20 %
BceX OOJIBHBIX C KIIMHUKOI HeMPOMBIIIIEYHOTO 3a00JIeBa-
Hust 1 10 60 % OOJIBHBIX C XPOHUYECKOI ITeprudeprudecKoi
noymHelpomnaTtueit umeror HHIIIMT 1-ro tumna. OgHako
obuiee yucio 0onbHbIX, cTpanaroux HHIIMT, o nan-
HBIM Pa3TNIHBIX ICTOYHUKOB, CYIIIECTBEHHO pa3IMJaeTCsT
[2, 7]. DTO 0OYCIOBIECHO TPYAHOCTIMM paHHEN KITMHAYE-
CKOM NIMAarHOCTUKU 3a00JeBaHUs, CBSI3aHHBIMU C €rO
KIIMHUYECKUAM TTOIMMOP(MU3MOM 1 TCHETUYECKOI reTepo-
TeHHOCThIO [8—11].

HHILMT nopaxkaet Bce pachl M HAllMOHAJIBHOCTU 0e3
BO3PACTHBIX U TEHACPHBIX Pa3IMUMil, HO Yallle CTpagaoT
JIIOII MOJIOIOTO, TpyHococooHoro Bo3pacTa (20—30 ner).
[MporpenneHTHOE TeUeHME 3a00IEBaHMUS C OBICTPHIM pa3-
BUTHEM OCJIOXKHEHUI U OTCYTCTBHEM 3 (PEKTUBHOTO JIe-
yeHus y 6oabHbIXx ¢ HHIIIMT npuBoauT K CHUXEHUIO
KauecTBa XW3HW W paHHeW WHBanuausanuu [12-17].
Onnako HHIIIMT He Bausger Ha ¢GepTHILHOCTD U TIPO-
JIOJDKUTEIIBHOCTD KM3HU OOJBHBIX, YTO OOYCIIOBIIUBACT
UX 3HAYWTEIbHOE Pa3BUTHE B CEMbSIX M B ITOMYJISIINU
B 11es1oM [2, 18]. B cembsix, orsromeHHbx mo HHIIIMT,
mpoduakTrKa 3a00J1eBaHNSI OCHOBBIBACTCS HA MEINKO-
TCHETUYECKOM KOHCYJABTUPOBAHUM W IIpPeHaTaJIbHOMI
JHK-mguarnocrtuke [10, 19-21].

Paznuunbie renetndeckue Tunsbl HHIIMT knnHuue-
CKM MOTYT HE pa3InJaThCs B CBSI3M C HAJTWYMEM 3HAUM-
TEJIBHOTO MEX- W BHYTPHUCEMEHOro ImojumMopdusma
u nuddepeHIMPYIOTCS JTUIIH Ha MOJIEKYJISIPHOM YPOBHE.
B HacTtosiee BpeMst KapTupoBaHO 0Kojio 30 reHoB, OT-
BeTCcTBeHHBIX 3a pa3Butue HHIIIMT, nocrossHHO Tipo-
JIOJKaeTCsl TIONCK HOBBIX JIOKYCOB M TeHOB-KaHIUIATOB
[22—-25]. Ho B cBs13u ¢ Tem, uto JJHK-nguarHocTka — no-
POTOCTOSIIIMIT METOM, KIIMHUYECKN TMOCTaBICHHBIN I1a-
THO3 PEIKO MTOATBEPKIACTCS MOJICKY/ISIPHO -TeHETIIECKIM
TECTUPOBAaHUEM.

HecMmoTpst Ha TO, 9YTO B TIOC/IETHME TOIBI TOCTVKECHMST
HEHPOTeHETUKY TTO3BOJIMIIN TaJIeKO TTPOIBUHYTHCS B TT0-
HuUMaHUU MexaHn3MoB pa3putust HHILIMT u cymectBeH-
HO PaCIIMPUTHh BO3MOXHOCTH €€ TMarHOCTUKU, BBISBIIC-
HHE 3TOTO 3aboJieBaHMWS BpadyaMHW TICPBUYHOTO 3BeHA
3IpaBOOXPaHEHMST 3a4aCTYIO OBIBAeT YK€ Ha MO3THUX CTa-
IHSIX Pa3BUTHS MMATOJOTHUYECKOTO Tpollecca, Koraa 3¢-
(PeKTUBHOCTDL JICUEOHBIX M PEaOMIUTALIMOHHBIX MEpO-
nmpusaTHii Hu3Kas. I1osToMy BaXXHYIO pPOJIb B paHHEH
nuarHoctuke HHIIIMT wurpaiooT mMexXaucuuIInHapHbIN
ITOIXOM ¥ HACTOPOXKEHHOCTh B OTHOIIICHWY ITAaHHOTO 3a-
0osieBaHMS Y MPAKTUKYIOLIMX Bpadyell (HEBPOJIOTOB, Te-
IUaTpOB, Bpauei ootmeit mpaktuku) [11, 13, 19].

B psine pa3BUTHIX 3apyOeKHBIX CTpaH (PYHKIIMOHUPY-
0T accoluannum, ob6ImecTBa WM (hOHIBI IO OKa3aHMIO
MEINKO-connaibHOMi rmoMolu 60abHeIM ¢ HHILIMT 1 nx
CEeMbsIM. DTH OpTraHM3aIlM BeAyT aKTUBHYIO MCCIICIOBa-

TEJIbCKYIO PaboTy IO MOMCKY HOBBIX T€HOB-KAHINIATOB,
10 pa3paboTKe METOIOB paHHE TMAarHOCTUKU 1 JICUCHUST
IAHHOTO 3a00JIeBaHMS, OOJBIIOC 3HAYCHME YHCIISICTCS
MEPOIIPUSATHASIM TI0 COIIMATIbHO-MEINITMHCKON peadyim-
tauuu 6onbHbIXx ¢ HHIIIMT [16, 24-26]. K coxaneHuio,
B HaIllel CTpaHe TaAKMX OPTaHM3AINA HET, XOTSI UCCIIeI0-
BaTeJIbCKME pPaOOTHl MO KIMHMYECKUM, TCHETHICCKUM
W SMAICMUOIOTMYECKIM OCOOCHHOCTSIM Pa3IMIHBIX (POpM
HHILIMT B psine pernonos (Pecrryoimka bamkoprocras,
KpacHogpck, HoBokysnenk, Camapckasi, BopoHexckas,
CapatoBckas obiactu, ToMck n ToMcKast 001acTh 1 1Ip.)
MPOBOAATCS JocTaTouyHO akTuBHO [27-30]. OcobeHHO
3HAYMMBIX Pe3YJITaTOB B aHAIN3¢ KIIMHUKO-TEHETUIECKIX
XapaKTePUCTUK OTOEIBbHBIX TeHETHMYECKHUX BapHUaHTOB
aKCOHAJIBHBIX 1 IEMHUEIMHU3UPYIONINX ITOJTMHEporaTrii
yIajoch IOOUTBHCI B MeEOMKO-TEHETHYSCKOM IICHTpE
PAMH (MockBsa), BBISIBJICHBI OCOOCHHOCTH KIIMHUYIECKIX
MpPOSIBJICHUI 1 HAJIMYKE MaxKOPHBIX MyTauuii mpu 1A, 1B,
1X, 2A, 2E, 4A n apyrux reHeTUYECKMX BapraHTaX 3TOi
rpymmbl 3a0oaeBanuii [25, 31-33].

OmHaKo MEXIMCIUTUIMHAPHBINA TTOAXO0I K OpraHu3a-
MY TUATHOCTUIECKON M MEeIMKO-COIMAIBHON TTOMOIIN
6oabHbIM ¢ HHIIIMT B TakoM 3KOHOMUYECKHU U TePPU-
TOpPHAJbHO 3HAaYNMOM pernoHe Cubupu, Kak KpacHosip-
CKMIT Kpaii, OB BIIEPBBIC pealln30BaH HAMM B IICPHUOI
¢ 2009 mo 2011 r., BKITIOYAs ONTUMU3ALMIO paHHEH (I0-
KJIMHUYECKOIT) TMarHOCTUKY 3a00JICBAHUS B CEMbSIX, OTSI-
romeHHbpIXx o HHIIMT.

Ienb uccnenoBanus — pa3padoOTKa HaAyYHO OOOCHOBAH-
HBIX aJTOPUTMOB JIeYCOHO-TMATHOCTUYECKOM ITOMOIIN
6ompHEIM ¢ HHIIIMT (Ha ipumepe KpacHosipckoro Kpast).

Mamepuanbl U Memopbl

CoOCTBeHHBIE KITMHUKO-JIA00paTOPHBIC NCCIICIOBAHNS
MPOBOIMJINCH Ha 6asze Kadeaphl MEAWIIMHCKON TeHETUKU
¥ KIMHUIEeCKO# Heiipodusnoaornu MHCTUTYTA TTOCTean-
wtomHoro oopazoBanust (MI10) n Ha 6a3e HeBpomormuec-
KOTO IEHTpa SMUJICITOJIOTNH, HEUPOTCHETUKH M MCCIICIO-
BaHUS MO3Ta YHMBEPCUTETCKON KIMHUKY KpacHOSpCKOro
I'MY um. npod. B.®D. BoitHo-SIceHenikoro, a Takxke Ha
KIMHUYEeCKNX 0a3zax Kadeapbl MEIUIIMHCKON TeHETUKU
n kmmHIYeckoit Hetipodmamoorun MITO: IT'b Ne 5 (Kpac-
HosTpcK), ToymkmmHuKY Kb No 51 (2KemresHoropck, KpacHo-
SIpCKMii Kpait), B mepuon ¢ 2008 mo 2010 . B paMKax KOMII-
JIEKCHBIX MCCIIEIOBAHMIA TT0 TeMe «DIMMISMUOIOTTICCKIE,
TeHeTUIeCKIe 1 HeHPO(PM3NOIOTMIeCKIe aCTIeKThI 3a001e-
BaHWIT HEPBHO CUCTEMBI (IICHTPAIbHOM, TTeprdepUIeCKOM
¥ BETETAaTUBHOI ) 1 IIPEBEHTUBHAST MEIUIIMHAY .

OOBEKTOM MCCIICIOBAaHNS BRIOpaHa TPYIIIa OOJbHBIX
HHIIMT u 4ieHOB MX poaOCI0OBHOM (aCUMITTOMHBIX WJIN
MaJIOCUMIITOMHBIX HOCHTENIe NPUIMHHOW MYyTalluM),
MPOXMBAIOIINX Ha TeppuTopuu KpacHosipckoro Kpas.

Bce obcnemyemble TIPOXOMMIIN TIATSIBHBIN TTpEIBa-
PUTEIbHBIM aHAMHECTUYECKUI Y KIMHUYECKUI oTOOp,
KOTOPBII OCYIIECTBIISIICS METOJIOM CTPATU(DUIIMPOBAHHOM
paHIOMHU3ALIMHU C MCIIOJB30BaHNEM KPUTEPHEB BKIIFOUC-
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HUS ¥ WCKIIOYEHUs, pa3pabOTaHHBIX B COOTBETCTBUU
C 1IeJIBIO W 3a1a4aMy HACTOSIIIIETo MccaenoBanust. Kpure-
pumn BKmoueHus: Hammume HHIIIMT, acummrTomHoe/
MaJIOCUMITTOMHOE TeTepO- ¥ TOMO3UTOTHOE HOCUTETHCTBO
MMPUYMHHON TeHHON MyTalliK, PETUCTPAIs MeCcTa XKH-
TeIbCcTBA Ha TeppuTopru KpacHosipckoro Kpast. Kpurepuu
WCKITIOUCHUSI: HaJIMIre HefipomaTHii Ipyroro reHesa, pe-
TUCTpAIIAsl MeCTa XUTEJIbCTBA BHE TeppuTopum KpacHo-
SIPCKOTO Kpas.

Bcero obcnenoBano 324 numa (mpobaHIbl U UX POI-
CTBeHHUMKU -1 1 2-if TuHUM poncTBa). M3 manHbIX 324
MaLUeHTOB MpoaHaau3upoBaHo 125 (38,5%) kiuHuue-
ckux ciayyaeB HHILIMT, u3 Hux mist IOCHEAYIOLIETO
CTATUCTUYECKOIO aHaju3a B MOABBIOOPKY BKJIIOUEHO 64
(51,2%) cnyuas (mpoGaHAbl U WIEHBI UX POAOCIOBHBIX,
MIPOIIEAIINE BeCh KOMITIEKC KIIMHUYECKNX U JTabopaTop-
HBIX MCCJICIOBAHUI COTJIACHO IIPOTOKOJY HACTOSIIIETO
WCCIIeI0BaHMsI ). BB MCKITIOUEHBI M3 CTaTUCTUYECKOTO
aHajM3a BBHUIY HHU3KOI KOMIIJIACHTHOCTU IIpOOAHIOB
¥ 9JICHOB UX POIOCIOBHBIX M OTKA30M OT BBITIOJTHCHMS
IIPOTOKOJIA HacTosiero ucciaenopanust 61 (48,8 %) kiu-
HUYECKMI CITydai.

TakuM oOpa3oM, oO1ast BIOOpKa cocraBuiaa 64 ye-
JIOBEKA, BO3pacT KOTOPBIX BapbUpoBai ot 6 10 81 roma: mMe-
JauaHa Bospacta 30,5 roga (21-48 ner), B Tom uucie 24 (37,5%)
JKEHIIMHBI, MeauaHa Bo3pacta 33,5 (24,5— 52,5) rona;
40 (62,5%) wmyxuuH, MeauaHa Bo3pacta 28,5 roga
(20,5-47 net). Bo3pact My>K4MH 1 KCHIITUH CTATUCTIYCCKH
3HaYMMO He paziuyaics (p = 0,3546). B coorBeTcTBIM C 11E-
JIBIO U 3aa4aMU HACTOSIIIIETO UCCIICIOBAHNS BCe aHATN3U-
pyeMble KITMHUYECKIE CITydar ObUTH pa3aeIeHbl Ha 2 TPYITITHL.

Kpumepuu exnouenus 6 1-ro epynny: MyXXIYUHBI 1 XKEH-
muHBL, Bo3pacT oT 0 mo 90 jer; xxurenmu KpacHospcKoro
Kpasi (MMEIoIINe TTOCTOSTHHYIO MJIM BPEMEHHYIO TIPOITHCKY
B pETMOHe); IPOOAHIBI, COCTOSIIINE Ha AUCTIAHCEPHOM yUe-
Te y HeBposiora ¢ HHIIIMT, nmpoGaHas! ¢ BriepBble YCTAHOB-
seHHbIM auarHozom HHIIMT. Kpumepuu uckarouenus:
HaJImIre HeHpoImaTuii Ipyroro reHes3a (ImapaHeoIIacThde-
CKUe, TUCMeTabOIMUeCKIe, BOCITAIUTEIbHBIC, IPYTUe Ha-
CJIeACTBEHHBIC HEMPOIaTN); HAPKOTHUECKAST, aJTKOTOJTbHAST
U JICKapCTBEHHAsI 3aBUCHMOCTD; TTpoheCCUOHATBHBIC WH-
TOKCUKALINN; KTMTHUYECKA CUMITTOMHEBIC (OOJTHHBIC) M aCM-
MITOMHBIE (HOCHUTEIM MYTaHTHOTO TeHa) POACTBCHHUKU
6osbHBIX ¢ HHILIMT 1-i1 1 2-i1 cTenieHu poncTBa.

Kpumepuu exarouenus 6o 2-10 epynny: My>KIMHBI 1 XKEH-
muHBL, Bo3pacT oT 0 mo 90 jer; xxurenmu KpacHospckoro
Kpasi (MMEIoIINe MTOCTOSTHHYIO TN BPEMEHHYIO TIPOITHCKY
B PETHMOHE); KIMHUYECKN CUMIITOMHEBIC (OOJBHBIC) POI-
ctBeHHMKU 001bHBIX ¢ HHIIIMT 1-if u 2-i1 cTeneHu poa-
CTBa, Y KOTOPBIX 10 HEWPOGDU3NOIOTTICCKAM UJIN TCHETH -
YeCKUM MCCieIoBaHUSIM BbisiBlieHbI npu3Haku HHILIMT,
KIMHITYECKH aCUMITTOMHBIE/MaJIOCUMITTOMHBIE POJICTBEH-
Hukn 6ombHBIX ¢ HHILIMT 1-if u 2-if cTeneHn poacTBa
(HOCHTE I MyTAaHTHOTO TeHA), Y KOTOPBIX IO Heiipodu3no-
JIOTUIECKUM WJIA TeHETUIECKIM MCCIICIOBAHMSIM BBISIBIICHBI
npuzHaku HHIIIMT, kmuHudecku u reHeTU4eCKU 310PO-

BbIe poacTBeHHUKM 00mbHbIX ¢ HHILIMT 1-it n 2-i1 cremne-
HU poncTBa. Kpumepuu uckaro4erus: HATAINE HEHPOITaTHiA
IPYTOTo TeHe3a (TTapaHeoIIaCTUISCKIE, BOCTIATUTEIbHEIE,
IICMEeTa0O0IMIecKIe, IpyTrue HaclaeACTBEeHHbIC Heipolia-
THN); HAPKOTUIECKasI, aJIKOTOJIbHAsI U JIeKapCTBEHHAS 3a-
BHCHMOCTb; TTPO(DeCCUOHATBHBIC THTOKCUKAIIVH, POICTBEH-
Huku OonbHbix HHIIIMT, He Xenaroliue NpUHUMATH
y4JacTHe B MCCIICTOBAaHUM.

Tpynnbl HabaOAEHUST OBUIM COTIOCTABMMBI MO MOJIO-
BO3PACTHBIM M KOJMYECTBEHHBIM XapaKTepHCTUKaM
(p > 0,05). B 1-10 rpynny Bouwiu 26 (40,6 %) nuii: rnpo-
6annbl, 6onbHele HHIIIMT, B Bo3pacte ot 7 g0 70 ner,
meauaHa Bospacta 40,5 roma, B Tom uucie 20 (77,0 %)
MYK4YMH, MeauaHa Bo3pacta 39,5 roma, 6 (23,0 %) xeH-
IIWH, MearaHa Bo3pacTa 47 jet. CTaTUCTUIeCKU 3HAUM -
MBIX Pa3JIMUMii OOJTBHBIX 110 TIOJIYy ¥ BO3PACTy HE OTMEUYCHO
(» = 0,5629). Bo 2-10 rpynmny BkitoueHbl 38 (59,%) Ha-
OJTI0HAEMBIX: POACTBEHHUKH ITPOOAHIOB 1-ii 1 2-i1 TMHUN
poACTBa, B Bo3pacTe oT 6 g0 81 roga, MeauaHa Bo3pacTa
30,5 roma, B Tom uucne 20 (52,6 %) MyX4uH, MeauaHa
Bo3pacra 25,5 rona; 18 (47,4 %) XeHIUH, MeaIlaHa BO3-
pacta 30 seT. CTaTUCTUYECKM 3HAYNMBIX Pa3TUUNil 00JIb-
HBIX I10 [IOJIy U BO3pacTy He oTMedeHo (p = 0,2665).

ConnanbHO-TUTUCHNYECKHE U KIIMHUKO-TUArHOCTH -
YeCcKHe y4YeTHBIC IMPHU3HAKW UIST SAVMHMIL HaOTIOICHMS
OB TIOJTy4eHBI M3 BIEpBbIe co3maHHOTO B KpacHosip-
ckoM Kpae peructpa 6onbHbIXx HHILIMT 1 mytem BbIKO-
MMPOBKU JAaHHBIX U3 CTaTUCTUIeCKUX opMm. KamHmde-
CKHe€ TaHHBIC TTOJIyYEeHBI B TIPOIIeCCe HEITOCPEICTBEHHOTO
o0cJieqoBaHNs OOJBHBIX.

ComaTtnuecKkoe MCCIeAOBaHNEe BKIIIOYAIO M3MEpPEHHE
apTeprajiibHoro masieHusT (Al), WcciemoBaHMe ITyiIbca,
AyCKYJIBTALINIO JIETKMX, TTAJIBITAIINIO 1 TIEPKYCCHIO XXKUBOTA,
M3MEpeHNne Beca M pocTa, U3MEpeHe 00XBaTa TaJluu, Jua-
MeTpa BEPXHUX M HIDKHUX KOHEYHOCTEH (C TIOMOIIBIO CaH-
TUMETPOBOIA JICHTHI). BBISICHSIOCH HATMIME CEMEHOM OTSI-
romeHHocT 1o HHIIMT, yrouHsiics TUI HacieAoBaHUsI,
TIPOBOIMJICST pacyeT TeHeTHUecKoro prucka. CraHmapTHOE
HEBPOJIOTMUECKOE 00CIIeIOBaHIE BKITIOYAJIO MCCIICIOBAHIE
YepeITHO-MO3TOBBIX HEPBOB, IBUTATEIBHOM Chephl (MBIIIICU-
HOTO TOHYCa, MBIIIICYHOM CHJIBI, BKITIOYAsT CTOMKY U XOIB0Yy
Ha HOCKaX M TSITKAX, CyXOXKWJIBHBIX pe(IIeKCOB), YYBCTBH-
TEJIbHOM chephl (McceaoBaHre O0IeBOI UyBCTBUTEIIEHOCTHI
C TIOMOIIIbIO HEBPOJOTUIECKOTO BaJMKa, TAKTWJIBHOM —
¢ nomounbio MmoHodmmamenTa Thio-Feel 10 1, Viatris, Iepma-
HUsI, TEMIEPATypHOI — C MOMOILbIO TUM-TepMa Viartris,
IepmaHmst, BUOPAIIMOHHOM — C TTOMOIIBIO TPaTyrpOBaH-
Horo KamepToHa 128 Ii1, [epManus, cycTaBHO-MBIIIIEIHOTO
YYBCTBAa), KOOPAMHATOPHOI Cephbl.

O0BeM HeHPODU3NOTOTIUECKOTO 00CTICI0BAHIS BKITIO-
YaJI CTUMYJISIIIMOHHYIO W UTOJTHUATYIO SJIEKTPOMHUOTPADUIO
(KOMITBIOTEpHBII 31eKTpoHelipomuorpad «Heitpo-MBIT»,
Heiipocodt, MBaHoBo). C 11e/IbI0 ONTUMU3ALNKN paHHEH
MMATHOCTUKY TeHeTUIECKH IeTePMUHUPOBAHHOM IEMUEITH-
HU3aLMH TTeprudeprnIecKnx HEPBOB HAMU BIICPBBIC YCOBEP-
IIIEHCTBOBAHA, aIallTUpOBaHa 1 BHEAPEHA B KIIMHUIECKYIO
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Puc. 1. Memoouka uccaedosanus ubpayuoHHoil uyecmeumensHocmu ¢ nomouiio « Buopomecmep-MBH» y 6onvhvix ¢ HHIIIMT: a — na ducmanshbix
omaoenax 6epxHux (UUA08UOHbIe OMPOCIKY) KOHeUHOCMel; 6 — Ha OUCMANbHbIX OMOeAax HUNCHUX (HAPYICHbIe N00bINCKU) KOHEHHOCIEl

MMPaKTUKy METOANKA KOMITBIOTEPHOM TaJIeCTe3NOMETPUN
Ha OTEYECTBEHHOM OMArHOCTMYECKOM OO0OpPYIOBaHUU
«Bubporecrep-MBH» BT-02-1 (MBH, Mockga) ¢ ncronb-
30BaHMEM OPUTUHAIBHOTO YCTPOMCTBA IS KPETICHMUS
ngarynka «Bubporecrep-MBH» BT-02-1 (marent Ne 83906
ot 27.06.2009 1) (puc. 1).

MoJeKyIsIpHO-TeHETUIECKOE NCCIIeI0BaHNE TTPOBO-
IIJIOCH COBMECTHO C COTPYIHUKAMM JIaOOPaTOPUM MOJIe-
KyJIsIpHO-TeHeTu4YecKux ucciaegopanuin HWUM tepanuu
CO PAMH: Beigenenne JIHK m3 cBexxeii KpoBM OCyIIECT-
BJISUIOCH COPOITMOHHBIM METOIOM, MCITOJIb3YsI KOMIUICKT
pearenToB «JIHK-cop0-B», nerekuus nyruimkalny reHa
nepudepraeckoro 6enka MuennHa (PMP22) Ha xpomo-
come 17p11.2-12 mpoBoamiIach ¢ MCHONIL30BAaHUEM pea-
reHToB (hupMmeHHOT0 Habopa «CMT-dup».

BoisiBiIeHIE BO3BMOXKHBIX MPUYMH MO3MHEW AUarHoC-
ik HHIIIMT B ceMbsIX, OTSITOLLIEHHBIX IO JAHHOMY
3a00JiIeBaHUIO0, U TPOOJIeM IO OKa3aHUIo JieueOHO-ara-
THOCTHYECKOM TTOMOIIIN 3TOI KaTeropru OOJIBHBIX OCYIIIECT-
BT METOIOM aHalli3a JaHHBIX CTaTUCTUUYSCKMX (hopM
Ne 003 /y, Ne 025/y-87, No 027 /y, Ne 112/y, Bo3pacTa nedrora
KIMHIYECKUX CUMIITOMOB, BO3pacTa IepBUYHON TMATHOC-
THUKY 3a005reBaHms. OlieHKa KauecTBa XXIU3HU O0CIIeTyeMbIX
ITPOBOIMIIACH C MICTIONB30BAHMEM OITPOCHUKOB M IIIKAJT, TIPH-
HSTBIX B KIIMHAYECKOI HEBPOJIOTMUYECKOM TIPAKTHKE KaK 3a
pyoexkom Tak 1 B Poccmiickoii Menepalinm: rocrmraabHasT
1kasa tpeBoru u aenpeccun (HADS, 1993), EBporneiickuii
OITPOCHMK KauecTBa XU3HU — 5 HampapineHuii (EuroQ —
5D, 1998), mkama Perkuna (1992), Pann-6atapest TecToB
dyuKIIMoHANBHBIX orpanmyeHuit (2000) 1 pe3yasTaThl 00b-
€KTMBHOTO KIIMHUYIECKOTO 00CIeIOBAHMSI.

PesynbraTsl ncciaemoBaHus BHOCUINCH B «KapTty 06-
cjaea0BaHKs 00JILHOIO», pa3paboOTaHHYIO B COOTBETCTBUM
C 1IEJIbIO 1 3aJa4aMU HACTOSIIIETO MCCIICIOBAHMSI.

OrmicaTeTbHAs CTATUCTHKA JIJIST KAUECTBEHHBIX YIETHBIX
MMPU3HAKOB TIPEACTaBIcHA B BIIE a0COMOTHBIX 3HAYCHMIA,
MPOIICHTHBIX A0Jeil. JlaHHbBIe I BapuMallMOHHBIX PSIIOB

C HeTlapaMeTPUIECKUM pacIipeic/IeHeM OIMCaHbI B BUIE
MeIuaHbl W TIeplieHTWIeH. Bum pacnpeneneHus orpene-
J1s17Cs ¢ TioMoltbio Kputepus Hlanupo—Yuikca. B kauectBe
XapaKTePUCTUKM TPaHUILI OKMIAeMbIX OTKJIOHECHUI pacCcum-
ThiBajIcs 95 % moBepuTebHbIA MHTEpBa. st cpaBHEHMsI
MapaMeTpUIECKNX (KOJTMIECTBO HOPMAIBHO pacrpeneIcH-
HBIX MIPU3HAKOB) TAHHBIX B TPYIIIIaX HAOMIOOCHUS TIPUME-
HsH t-KpuTepuii CThIOIEHTA C YIETOM IapaMeTpa paBeH-
cTBa gucriepcuii. MexXTpyImoBoe CpaBHEHIE 3HAYMMOCTH
TIpY HeTIapaMeTPUIECKOM PACIIpeeSICHUN CBSI3aHHBIX KITH-
HUYECKNX W TApaKJIMHUYECKUX ITapaMeTPOB IPOBOMIIIN
C TIOMOIITBIO TTAPHOTO KPUTEPHsI YIIIKOKCOHA, a IIPY HECBSI-
3aHHBIX BBIOOpKaxX — Kputepust ManHa—YurHu. Kputuyec-
KU ypPOBeHBb 3HAYMMOCTH TeCTOB orpeneseH mpu p < 0,05.
Cratuctryeckas o06pabOTKa pe3yabTaToB MPOBOIMIIACH
C TIOMOIIIBIO MMAKeTOB MPUKJIAIHBIX IIporpaMm Statistica 7.0
(StatSoft, USA). [1pu mpoBeneHNM CTaTUCTUUECKOM 0Opa-
OOTKM TaHHBIX ¥ MHTEPITPETAIIAN MOTYYCHHBIX PE3yJIbTaTOB
YUNATHIBAIM COBPEMEHHBIC MEXIyHApOIHBIE TPeOOBAHUS
K TIPEICTABICHUIO PE3YJIBTATOB CTATUCTUYECKOTO aHAIM3a
B CTaTBSIX M AUCCEPTAINSIX HA COMCKAHME YICHOM CTeTICHN.

Pe3ynbmambl u 06cyxaeHue

Kaunurxo-eenemuueckaa xapaxmepucmuxa HHIIIMT.
HHIIIMT Ob11a nuarHoctTupoBaHa HaMu y 57 OOJIbHBIX:
21 (36,8 %) xeHiuuHbl, 36 (63,%) myxuuH. Bozpact 60J1b-
HbIX BapbupoBal OoT 6 g0 81 roma, MeauMaHa Bo3pacTa
32 roga: y skeHIIMH 45 Jjiet, y Mmy>k4uurH 27 jieT. Cratuctiye-
CKM 3HAYMMBIX Pa3IM4Inii Bo3pacTa OOJBHBIX OT IT0JIa He
BbIsiBJIEHO (p = 0,1396). [1pu KIMHUKO-TeHeaTOorn4eCKOM
aHaJI3¢ POIOCIOBHBIX OTSTOIICHHBIN CEMEHBIN aHAMHE3
no HHIIMT ormeuen B 53 (93,0 %) ciyyaeB, ¢ mpeo0-
JIagaHueM ayTOCOMHO-TOMWHAHTHOTO THTIA HACIeIOBAHNS
B 52 (91,2 %) cnyuasx. B pesyasrare JJHK-TectupoBanusi,
MpoBeAeHHOTO Y 34 00cemyeMbIX (OCTaIbHBIC OTKA3aJIUCh
OT MOJICKYJISIPHO-TEHETUYECKOTO 00CICIOBAHMST), TyTUTH -
Kanuu reHa 0eka nepudepnyeckoro mueanaa (PMP22)
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Ha 17-i1 xpomocome obHapyxeHa y 17 (50,0 %) GONbHbIX,
4TO Mo3BoaMI0 HaMm auarHoctupoBatb HHILIMT 1A tuna;
B 6,0 % ciiyyaeB Ha OCHOBAaHUU '€HETUYECKOTO MCCIIEN0-
BaHWS IMArHO3 OB BBHICTABJICH BIICPBbIC HA TOKIMHNYC-
CKOU CTaany pa3BUTHUS 3a00JIeBaHUS.

B ximuanyeckoii cumnroMmaruke aedrora HHIIIMT mpe-
00J1a1a71 CHHAPOM ABUTATEIBHBIX (CTATUKO-JIOKOMOTOPHBIX)
HapyIIeHU B BUIE C1a00CTH CKEJIETHBIX MBIIII, TTPEHMY-
IIECTBEHHO NMCTATBHBIX OTIEJIOB HIDKHUX KOHEYHOCTEU
C TIOCTICIYIOIITM TIPUCOSAMHEHIEM HaPYIIICHUI XOIbObI —
43 (75,4 %) cnyuasi. B 00beKTUBHOI HEBPOJIOIMYECKOMI CUM-
MITOMAaTHKe Ha MOMEHT OOCJIeIOBaHMS TIPEO0IIaTaaIn Hapy-
IICHUST BCEX BUIOB YYBCTBUTEILHOCTH. [1p1 3TOM Ha paHHUX
CTaIvsX B TIEPBYIO OYepeb CTpaaaga BUOpallMOHHAS YyB-
CTBUTENIBHOCTD (85,7 % city4aeB). JlBurarejibHble Hapyliie-
HUS TIPOSIBJISIMCH B BHUIEC YTHETCHUS (DM3MOJIOTMUECKUX
CYXOXWJIBHBIX M TIEPUOCTATTBLHBIX peICKCOB, TIPEUMYIIIE-
CTBEHHO axuuioBa pediekca — 52 (91,2 %) ciydast, BTopyd-
HbIX nedopmarnii cron — 40 (70,2 %), HapylleHHi XOnb-
661 — 49 (85,9 %) cnydaes.

B meom mpm olieHKe pe3yiabraToB KOMITJIEKCHOTO
obcnenoBanust 6oiabHbix ¢ HHILIMT B 54 (94,7 %) u3 57
cIyJaeB OTMEUEHO TIpeodiagaHre MOTOPHO-CEHCOPHOTO
Tina Heviporratnu. CeHcopHasl HelipomnaTus ObUTa JIua-
rHoctupoBaHa B 2 (3,5%), moropHast — B 1 (1,8 %) ciyuae.

Xapaxmepucmurxa cocmosinus euGpauuonHoli 1yecmeu-
meavrocmu y 6oavnoix HHITIMT. T1o maHHBIM K1acCrUIec-
KOTO HMcCiIenoBaHusI (TIPOOBI ¢ KaMEPTOHOM) HapyIICHUST
BUOpPAIIMOHHON YYBCTBUTCIIBHOCTA Ha paHHE cTagmu
pa3BuTUsI 3ab0jeBaHusI ObLIM 3aduKkcupoBaHbl Y 64,3 %
oonpHbIx HHILIMT. B TO ke Bpemsi o pe3yasratam OITH-
MM3UPOBAHHOW HAMU METOINKN KOMITBIOTEPHOM TTaJliecTe-
3MOMETPUU C MCIOJIb30BaHUEM OPUTMHAIBLHON MOTUMU-
Kallu¥ PacCcTPOMCTBa BUOPAIIMOHHON UyBCTBUTECIIBHOCTH,
CBUIETEIIECTBYIOIIME O IMOPAKCHNN MUCTMTHOBOM 000K
nepudeprIecKUX HEPBOB, BBHIABIEHHI V 85,7 % OOJBHBIX
HHILMT, Bxitoyass MaJOCUMIITOMHBIX HOCUTEJICH Mpu-
YMHHOI reHHOI MmyTauuu. [1py KIIMHUYECKOi MHTepIIpeTa-
MY Pe3yabTaTOB KOMITBIOTEPHON IMaJlJICCTE3MOMETPUN
y 60obHbIX ¢ HHIIIMT 1 4jieHOB UX pOIOCIOBHBIX B Kade-
CTBE KOHTPOJILHBIX TTOKA3aTeIeli BHOPAIIMOHHON YyBCTBH-
TEJPHOCTU Ha TUCTAIbHBIX OTHEIaX HIDKHUX KOHEUHOCTEH
HaMH HCITOJTb30BaH pedepeHCHBIN KOPUIOP TS OTEUECTBEH-
HOTO MTHMAaTrHOCTUYECKOTo obopymoBaHUs «Bubportectep-
MBH» BT-02-1, pa3pabotaHHbIif Ha 06a3e Kadeapbl Meay-
LIMHCKOM Te€HETUKM U KIMHUYECKON Herpodu3nonoruu
UTIIO Kpacnosipckoro 'MY um. nipod. B.®D. Boitno-fIce-
HeLKoro [26, 27, 34] (cMm. Tabi. 1, puc. 2a).

Hamu Oblma BBIZBMHYTA TUIIOTE3a: ITOCKOIBKY IIPU
HHIIMT napyuieHre BUOpaLMOHHOM YyBCTBUTEIbHOCTU
IIPOMCXOIUT 3a CUET MOPAKECHUS TOJICTHIX MUCTUHU3UPO-
BaHHBIX BOJIOKOH A-THITa TieprdeprniecKux HEpBOB, a He
TOHKHX CJIA00OMUETMHU3UPOBAHHBIX BOJIOKOH, PaCIIOJO-
JKEHHBIX B KOHIIEBBIX (ajlaHTax ITajblieB, WACATbHOMU
TOYKOI MCCIIeAOBaHNSI BUOPAIIMOHHOMN YyBCTBUTEIIBHOCTH
C IUCTAIBHBIX OTIACIOB BEPXHUX KOHEUHOCTEH SIBIISICTCS

IIMJIOBUIHBIN OTPOCTOK JIOKTEBOI KOCTU. DTa TOUKA pac-
TIOJIOKEHMST TaTIYMKA BUOPOTECTPA BIIEPBHIC TIPEITIOXKEHA
HaMM TIPU TIPOBEACHNHN KOMITBIOTEPHOI TaJIIeCTe3MOME-
TPUH C UCIIOIB30BAaHUEM JUATHOCTUIECKOTO 000PYyIOBa-
Hus «Bubporecrep-MBH» BT-02-1 kak nonojiHUTe IbHAS
aKTHMBHAs TOYKAa TMAaTHOCTUKY HapyIIeHWI BUOpAIIMOH-
Hoil uyBcTBUTeNbHOCTU Tpu HHIIIMT, nomumo panee
TIPeIIOKEHHBIX TOUEK Ha KOHIICBOM (pajaHTe yKa3aTe b-
HOTO TTaJibIla Ha BEPXHMX KOHEYHOCTSIX U HAPYKHBIX JIO-
IbDKeK Ha HIDKHUX KOHEYHOCTSX. DTO TOOYIMIIO Hac
K pa3paboTke pehepeHCHBIX KOPUIOPOB BUOPAIIMOHHOM
YYBCTBUTEILHOCTHU MIJISI KOMITBIOTEPHOM TMaJIIeCTe3MOME-
TPUM C IIMIOBUIHBIX OTPOCTKOB JIOKTEBBIX KOCTEH IS
MAHHOTO 000pYIOBaHMS (CM. TabJI. 2, puc. 26).

I pertieHUs 3TOU 3amayi HaMU TIPOBEICHO MCCIIe-
IOBaHME COCTOSIHMSI BUOPAIIMOHHOI UYBCTBUTEIHLHOCTU
C TIPEAJIOKEHHOM JOMOJTHUTEIbHOM TOUKU (LIMJIOBUIHbBIN
OTPOCTOK) y 47 MOOPOBOJIBIIEB (KOHTPOJIbHAS TPYIINA), He
MMEIOIINX TaTOJIOTUH Tiepru(epruIeCKOil HEPBHOI CUCTE-
MBI (TI0 TaHHBIM aHaMHe3a W HEBPOJIOTMIECKOTO OCMO-
Tpa), oboero moia, B Bo3pacte oT 21 mo 50 set, cpemHuii
Bo3pact 26,96 £ 6,32 roga (palMOHAIM3aTOPCKOE IIpe/-
noxeHne «Crocod OLIeHKW HapyIIeHWsST BUOPAIIMOHHOM
YYBCTBUTEILHOCTH HA BEPXHMX KOHEYHOCTSIX Y OOJTBHBIX
¢ HacjeacTBeHHoi Hewponartueid Illapko—Mapu—TyTa»
Ne2502 or 14.12.2010 ). TMokazatenu BUOpPAILIMOHHOM
YYBCTBUTEJIBHOCTA Ha IUCTAJIbHBIX OTHEIaX HUKHUX
(cm. Tabi. 1) m BepxHMX (CM. TabJ1. 2) KOHEYHOCTEI B KOH-
TPOJIBHOM TPYIIIIe CTATUCTUICCKU 3HAYNMO OTINYAIUCH
OT TaKOBBIX B IpymIie cpaBHeHUs (y 60abpHbIXx ¢ HHIIIMT
¥ WICHOB POIOCIOBHOM IMTPOOAHIOB — MaJIOCUMIITOMHBIX
HOCHUTEIIe TIPUYMHHON MYTallMK TeHa TIepru(epruIecKoro
Oenka MuennHa) (cM. puc. 2, 3).

C mToMOIIEI0 MOTU(PUIIMPOBAHHON METOIVKH KOMITHIO-
TEPHOI MAJIJIECTe3MOMETPUN C MCITOJIB30BAaHUEM OTeUe-
CTBEHHOTO AMATHOCTHYECKOTO 0bopymoBaHMs «Bubporec-
tep-MBbH» BT-02-1 Ha paHHeil cTaguu pa3BUTUS
3a00JIeBaHNST KIIMHUIECKN 3HAYMMEBIC HapyIICHUs BHOpa-
IIMOHHOI YyBCTBUTEJILHOCTH Ha IMCTAIBHBIX OTICIaX HITK-
HMX KOHEUHOCTEN (JIOAbIKKM) BhISIBISUIMCH Ha 21,4 % vaiiie
TI0 CPAaBHEHMIO C KJIACCUIECKIM KaMEPTOHATBHBIM METOIOM
(p < 0,05), a HA OUCTATBHBIX OTIE/Ia BEPXHUX KOHEYHO-
creit — Ha 23,2 % uamie (p < 0,05) (palMoHanIM3aTOPCKIE
npemnoxeHns: «O1eHKa HapyIIeHUs] BUOPAIIMOHHOM IyB-
CTBUTEJIbHOCTH Ha HIDKHUX KOHEYHOCTSIX Y OOJTBHBIX C Ha-
ciencTBeHHoM Heviporatueit [lapko—Mapu—Tyra» Ne 2491
ot 14.05.2010 . 1 «Cr1oco6 oLieHKM HapyIIeHWs] BUOpaim-
OHHOM YyBCTBUTEIBHOCTH Ha BEPXHNX KOHEUHOCTSIX Y 00JTh-
HBIX C HAcJeACTBeHHOM HeliponaTueii [llapko—Mapu-Tyra»
Ne 2502 ot 14.12.2010 ). Hamu mpomeMoHCTprpoOBaHa 10-
CTaTOYHO BBICOKASI IyBCTBUTEIBHOCTb METOIA TTPY TNAaTHO-
CTUKE HapylIeHWI BUOPAIIMOHHON YyBCTBUTEIHHOCTHU
y 6osbHBIX HHILIMT yzke Ha HauaIbHBIX CTAAUSIX PA3BUTUSI
3a0071eBaHMS (CM. pHC. 3), 9TO TIOOYIMIIO HAC Ha €TO BHEIpE-
HHE Ha YpOBHE aMOyIaTOPHO-TIONMMKIMHUYECKOTO 3BCHA
3npaBooxpaHeHUsT KpacHosIpckoro Kpas.
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Puc. 2. Pegepenchvie kopudopuvt noxazameneii 6UOPAUUOHHOU HYECMEUMENbHOCHU ¢ OUCMAALHBIX 0MOEA08 BEPXHUX U HUNICHUX KOHEUHOCMEll Y 300P06bIX
006posoavyes omuocumenvho maxogwix y 6oavhvix ¢ HHIIMT (045 «Bubpomecmepa-MBH» BT-02-1): a — ducmanvhvie omoenvl HUICHUX KOHEHHOC-
meii (100bicKU); 6 — OUCmanvHvie omoesbl 6ePXHUX KOHEUHOCMel (WUA08UOHbIe OMPOCMKU); NYHKMUPHbIE AUHUU — pepepeHcHble KOPUOOpbI
nokazameneii 8UOPAUUOHHOU HYECMEUMENbHOCMU; CHAOUIHbIE AUHUU — BUOPAYUOHHAS HYy8CMEUmenbHocmy y 6oavHoix ¢ HHIITMT

Tadmuua 1. Ipanuypr 6ubpayuoHHol 4y8cmaumenbHOCMU Ha OUCHANbHBIX OMOeAAX HUNCHUX KOHeHHOCTell 6 KOHMPOAbHOU U CONOCMABUMOL 2pYNnax
(«Bubpomecmep-MBH» BT-02-1)

8 —2 =94 15

11; 24 <0,01
16 =3 —10;0 24 9;24 <0,01
32 -1 —6;4 22 6; 30 <0,01
64 —3 =94 30 12; 30 <0,01
128 —1,5 —7;3.,5 20 9; 30 <0,01
250 0 —7;6 24 8;24 <0,01
500 7 —2;15,5 24 13;24 <0,05

Tabmuua 2. [panuybl 6uOPayUOHHOU HY8CMEUMEAbHOCMU HA OUCMAAbHBIX OMOEAaX 6EPXHUX KOHEHHOCMEN 8 KOHMPOAbHOU ePYRNe U ePYnne CPAGHEHUs
(«Bubpomecmep-MBH» BT-02-1)

8 —1 —4;7 5

—3;14,5 <0,01
16 0 -7;6 6 —2;17 <0,01
32 0 —4;8 5,5 -2;21 <0,01
64 5 —4; 12 14 —1;22 <0,01
128 1 -3;7 10,5 1;21 <0,01
250 6 —9; 12 14,5 3;24 <0,01
500 9 4;18 16 3;24 <0,05
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Puc. 3. Yyecmeumenvhocmo memoouxu (KamepmoHanbHoil npoobl
U KOMNbIOMEPHOIl nAAAeCme3uoMempuu) Ha Ha4aAbHbIX CIAaoUsx
HHIIMT:; * p < 0,01 (napustii kpumepuii Yuikokcona)

Takum o6pa3oMm, MMpUMeHEHHEe MOIU(PUIIMPOBAHHOMN
METOIUKI KOMITHIOTEPHOU MAIECTE3MOMETPHH C MCTIONB30-
BaHMEM JOITOJTHUTETBHBIX TOYEK MCCIICIOBAHNS HA VCTaTb-
HBIX OTeJIaX BEPXHUX M HIDKHUX KOHEUHOCTEH TTO3BOJIMIIO
HaM IMarHOCTHPOBATh TEHETHMUECKU IETePMUHUPOBAHHYIO
MUETMHOIIATHIO Ha PAaHHMX CTaIMSIX €€ PA3BUTHS 1 BBIICIIUTD
MMALIMEHTOB, TOUTEXKAIINX ITOCCAYIOIIEMY MOJICKYIISIPHO-
reHetTudyeckoMy tectupoBanuio — JHK-gmarnoctnke
(p<0,05) [17, 35].

Anaau3 npuuun nosounei ouaenocmuxu HHIIIMT.
Ilpn aHamm3e 0a3bl MaHHBIX pPETMCTpa ITOKAa3aHO, YTO
B 33,3% cnyuaeB auarno3 HHIIIMT Obul ycTaHOB/IEH
HaMHU BITEPBBIC B XO[¢ aKTUBHOTO OOCJIeIOBAaHUS Majo-
CHMIITOMHBIX POJICTBEHHUKOB — HOCHUTEJIC MyTaHTHOTO
reHa Oeyka repudepruIecKoro MuennHa. MennaHa Bo3-
pacTa mebroTa CMMIITOMOB cocTaBuia 14,4 romga (10-25 ner.
Menuana Bo3pacTa OOJBHBIX HA MOMEHT ITOCTAHOBKH
nauartosa 26 (15— 42) ner. CTaTucTUYECKY 3HAYMMBIX pa3-
JMYUil Bo3pacTa OOJBHBIX OT TI0JIa HE BBISIBJICHO
(p = 0,1396). Takum o6Gpa3oM, MearaHa BPEMEHU OT MO-
MEHTa TIOSIBJICHUSI TIEPBBIX CHUMIITOMOB O ITOCTAHOBKU
KJIMHUYECKOro auMarHo3a cocraBuia 7 (4—16) jer, 4ro
obycnoBuiio niepBruuHyto nuarHoctuky HHIIIMT Ha ypoB-
He aMOyJ1aTOPHO-ITOJUKIMHNIECKOTO 3B€HA 3paBOOXpa-
HeHnst KpacHoOsSIpcKOro Kpast Ha TO3MHMX CTAaOusIX pas-
BUTHSI 3a00JICBaHMSI, OCIIOXXKHEHHBIX BBIPAXKCHHBIMU
W3MEHEHUSIMM KOHEUHOCTEH (KOHTPaKTYphl CYCTaBOB,
BBIpaXKEHHBIC aMUOTPO(DUH, HAPYIIICHUS TIePEIBUKCHMST
U 1p.), KOTIa peadMINTAIIMOHHbBIC MEPOTIPUSITUS HaMe-
Hee 3P DeKTUBHBL. DTO MOXKET OBITH 00YCITOBICHO HU3KOM
HACTOPOXKEHHOCTBIO Bpadeil MMepBUYHOIO 3BEHA 3APaBO-
OXpaHEHUS B OTHOIIICHUU TUaTHOCTUKY HACJIeACTBEHHOM
HEpBHO-MbIIIEYHOI TaTonorun B ueaom u HHUIMT
B yactHocTu: 40 (75 %) OONBbHBIX, UMEIOIIMX OTSATOLIEH-
HbI cemeitHbiii aHamHe3 o HHILIMT, panee He Obuin
aKTHUBHO 00CJIeIOBAHbI C IIEJIbIO CBOEBPEMEHHOM TUArHO-
CTUKM JAaHHOTO HACJIEICTBEHHOTO 3a00JIeBaHNSI.

MBI oOpaTwiii BHUMaHME Ha OTCYTCTBHE MEXKIMCIIN-
IUTMHAPHOTO TTOIX0a B AMATHOCTUKE U BEICHUN OOJIBHBIX

¢ HHILIMT: B 54 (94,0 %) ciy4yasix malyeHTbl He HarpaBJisi-
JIMCh Ha KOHCYJIBTALIMIO K HEIPOreHETUKY YHUBEPCUTETCKOM
KJIMHKUKU, MEIULIMHCKOMY T€HETUKY U/ WIN HEUPOI€HETUKY
KpacHosIpcKOro KpaeBoro KOHCY/I5TaTUBHO-AMArHOCTUYEC-
KOTO IIEHTpa MEIMIIMHCKOI TeHETHKM, a TakKKe K Y3KUM
crieruaaucTaM (opTorieLy, moaosory). Ilpu aTom oTtMeueHO
HexXeJ1aHue 00JIbHBIX (IPOGAHI0B) M ACUMIITOMHBIX/MaJ1o-
CUMIITOMHBIX YJIEHOB UX POJOCIOBHBIX K COTPYAHUYECTBY
C BpauOM-HEBPOJIOTOM ¥ HEHPOreHETUKOM (MEAMLIMHCKUM
reHeTukoMm): 61 (48,8 %) u3 125 KIMHUYECKUX CTy4aeB ObLI
MCKJIIOYEH U3 CTATUCTUYECKOIO aHaIn3a B CBSI3U C OTKA30M
OCMOTPEHHBIX HAMM MHIMBUAYYMOB OT IIOCJIEAYIOLIETO
AKTHBHOI'O KOMIUIEKCHOro ob0cienoBanus. HecMmotpst Ha
JOCTYITHOCTb B HAllleM PerOHe MOJIEKY/ISIPHO-T€HETUYEC-
KOT0 TECTMPOBAHMSI Ha BbISIBIEHHUE MPUYMHHON TeHHOM
mytau HHIIMT 1A, 30 (47 %) u3 64 naLueHToB OTKa3a-
JIMCH OT IPOBeIeHUsI 00C/IeI0BaHMS U3 OOSI3HU J1ab0PaTOP-
HOI'O IMOATBEPXKACHMS HaIUuMsl Y ceOsl WIKM YJIEHOB CBOEH
CeMbM, BKJIIOUAsI A€Tei M BHYKOB, JAHHOW HAC/IEACTBEHHOM
MaTOJIOrMK. DTO MOXKET ObITh CBSI3aHO C COLIMAIbHOM CTUT -
MaTU3alueil JIofei ¢ HacAeACTBEHHBIMU 3a00/IEBAaHUSIMM,
B ToM uuciie crpagarommx HHIIMT, u ux HexenaHuem
aduILIMPpoBaTh (haKT HATMYMS [IPOTPECCUPYIOILIEro HACIE/I -
CTBEHHOIO 3a00JIeBaHUSsI, MPOCIEKUBAIOILEIOCS B CEMbE.
B aGcosmorHoM GonbiunHeTBe ciiydaeB — 50 (89,1 %) us 57
MaIMEHTOB — JIJISI OCMOTpa M OOCIICIOBAaHMS OBLTM HAMU
BbI3BaHbI. Tosbko 7 (10,9 %) GoabHBIX 00CIEIOBAHBI TIO X
vHULMaTiBe. Bee MauyeHThl MOCTaBIeHbl HAMM Ha JMC-
MaHCepHbIii ydeT B HeBposiornueckom LeHTpe SIMIEHITOIIO0-
MU, HEIPOTeHETUKU 1 UCCIIeA0BAHMSI MO3ra YHUBEPCUTET-
CKOM KITMHUKM, U3 HUX 17 (29,8 %) maiiieHToB He SBJISUTUCH
Ha 09YepeTHOM TUCITaHCEPHBIN OCMOTP, HECMOTPS Ha aKTHB-
HOE 1 HACTOMYMBOE MpUIJIalleHHUE.

C yueroMm Bo3pacta nediota HHILIMT, mporpenyieHT-
HOTO THUTIA TEUCHUSI, TIPUBOMISIIETO K MHBATUIN3AIINN JIALT
MOJIOZOrO TPYIOCIIOCOOHOIO BO3pacTa, AMATHOCTUKM 3a-
0oJieBaHMsI HA TIO3MHUX CTAAMUSIX PA3BUTHS ITATOIOIMYECKO-
IO IIPOLIECCA OTMEYAJICS BLICOKMIA YPOBEHD MHBATMAN3ALII
GonbHbIX: 23 (40,4 %) ciayuas. [lpu aHanu3se pe3y/ibTaTOB
OLIEHKU KauecTBa xu3Hu 00JibHbIX ¢ HHIIIMT, conocraB-
JICHUU Pe3yJILTaTOB 00bEKTUBHOIO KJIIMHUYECKOIO OCMOTpa
U OIPOCHUKOB, 3aITOJIHSIEMbIX MALMEHTAMU, Mbl BBISIBUIN
3HAUMTEIbHBIE pacxoxaeHus. Hanpumep, npu oOGbeKTHUB-
HoM ocMoTpe Y 48 (85,9 %) 13 57 GONbHbBIX ObLUIN BBISIBIEHbI
BBIpaXKEHHbIE IApe3bl CTON M KUCTEH, aMMOTpOGhUN AKC-
TaJIbHBIX OTAEJIOB HIDKHUX (MIPEUMYILIECTBEHHO) U BEPXHUX
KOHEYHOCTE, Hapylluaome QyHKINIO XOAb0bl U CIIyXKa-
LIMX MPOTMBOMOKA3aHMEM K YIPABICHUIO aBTOMOOMIIEM.
O[HaKo Mpy aHKETUPOBaHUM JIUIIb 38 (66,8 %) GOMbHBIX,
MMEIOLIMX JAaHHble WHBAIMAU3UPYIOLIME OCIOXHEHUS
HHIIIMT, otmeTrii (ITpU3HAIN) CYILIECTBYIOIINE HapyIie-
HMS QYHKIMK TIEPEABIKEHUS U CAMOOOCITYKMBAHUSL, TOJIb-
Ko 12 (21,1 %) GONbHBIX OTKA3aIUCh OT YIIPaBICHUSI aBTO-
mobuiiem. Tpoe (4,7 %) GOJIbHBIX, UMEIOLLIMX MEAULIMHCKIE
MPOTUBOMNOKA3AHUS K YIIPABICHUIO aBTOMOOWIEM, TEM HE
MeHee YIIPaBJISLI TPAHCIIOPTHBIM CPEICTBOM, UMES! BbICO-
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HepBHo-Mbiweynbie
BOJNIE3HH

Kaunuueckue uccaedosanus

Tadmua 3. CpasHumenvras oyeHKa Kavecmea Hcu3Hu 601bHbIX
¢ HHIIMT u dannbix o6sekmugHo2o 06c1e008anus

Xoap0a, MoabeM I0 JIECTHULE 85,9% 66,8
3aHsITUSI CTIOPTOM, aKTUBHbBIE 34,0 36,8
usnyeckue Harpy3Ku

CamoobciyxuBaHue (oneBa-

HUE, 3aCTETMBAaHUE MTYyTOBULL 24,0 21,1
U 3aMKOB, OpUTHE)

Benez{ne JOMAIITHETO 11,0% 28.1
XO3SIICTBA

VYrpasjieHue aBTOMOOUIEM 84,2%* 21,1

Ilpumenanue. Kpumepuii cmamucmu4eckot 3HAHUMOCMU PA3AUMUL MeHCOY
CyOBeKMUBHOLL OUEHKOIL C80e20 COCMOSHUSL NAUUEHMO8 U Pe3yibmamamu
006eKMUBHO20 KOMUACKCHO20 He8poaoeU1eck020 obcaedosanus; * p < 0,05,
p **<0,01.

Kuii puck u peanbHbie nocnenctsus A TI1 B anamHese. Tem
He MeHee IMalMeHThI OTMEUaJIH, YTO HEBPOJIOTaMU JIe4eOHO-
MPOMWIAKTIYESCKIX YIPSKICHUIA MM TTPOICBATIMCH MEIH -
LIMHCKWE CIIPABKU TIPU TIPOXOKICHUN TPAHCIIOPTHOM KO-
muccuu. [lomydeHHBIE pe3yabTaThl CBUICTEIBCTBYIOT
0 HEIOCTAaTOYHO KPUTHUIECKOM OTHOIICHWU OOJBHBIX
HHILIMT K cBOEMY COCTOSIHUIO 300POBbSI, a TAKXKE yKa3bl-
BalOT Ha HapyIICHMWS TPU MEIUIIMHCKOM OCBHUIETEIIHCT-
BOBaHUM TIALIMCHTOB C HACJIEACTBEHHBIMU HEPBHO-MBbI-
IIEYHBIMU 3a00JIeBaHUSAMU. J[eMpecCUBHBI CUHIPOM
OoTMeueH nanueHTamu Juiib B 3 (5,0 %) u3 57 ciydaes, of-
HAaKO IpU JONOJHUTEIbHOM TectupoBaHuu y 42 (73,6 %)
OOJTLHBIX HAMM BBISIBJICHBI TPEBOXKHO-ICIIPECCUBHEIC pac-
CTPOMCTBA ¢ KIIMHUYIECKN 3HAYMMBIM TTOBBIIIICHHBIM YPOB-
HEM TPEBOTH (B TOM YHCJIE 32 COCTOSTHHME CBOETO 3M0POBBSI
1 3I0POBBsSI CBOMX JHeTeil). Ha HeBO3MOXHOCTD 3aHSITHS
JIIOOVMMBIM JIEJIOM U PabOTHI 10 IPOeCcCUr B CBSI3U C TIPO-
rpeccupoBanreM HHIIIMT ykazanu 38 (66,7 %) OOJbHBIX,
a 16 (28,1 %) oTMeTHIM CYLLECTBEHHbIE OrPAHMYEHUSI CIIO-
COOHOCTH BBITIOJHATH PabOTy MO ITOMAITHEMY XO3SHCTBY
(Tabn. 3), 4To coryacyeTcs ¢ TOCTYITHBIMY JAHHBIMU JINTE-
patypsl [16, 36, 37].

[To maHHBIM TTPOBEICHHOTO TECTUPOBAHUSI C UCITOJIB30-
BaHMEM IIIKaJI U OIIPOCHUKOB, TIPUHSTHIX B KIIMHUYECKOM
HEBPOJIOTMYECKOI MPAKTUKE KaK 3a pydexkoM, Tak 1 B Poc-
cuiickoit Denmepanniy, Ka4ecTBO KM3HU OOCICIyeMbIX Ha
pa3BepHYTOI cTanny 3a00sieBaHus ObLIO cHIKeHOo B 100 %
ciaydaeB. HecMoTpst Ha 3TO, TIpM aHAIM3e aMOYIaTOPHBIX
kapT 60bHBIX HHILIMT B mmane neyebHoO-TIpodmnakTi-
YEeCKMX MEPOIPUSATUI HAMM HE HAWOECHO PEKOMEHIALIA
0 TIPOBEICHUN KOMITIEKCa (hU3NOTepariu, JIe4eOHOM hi3-
KYJIBTYPBI, UCIIOJIb30BAHMH OPTE30B, OOJLHBIM HE TIPOBO-
IIAJIach TICMXOTEpaIrleBTUIEeCKast IIOMOIIb. B MHIMBUIyab-
HbIX MporpaMMax peabwiuTauuy uHBaauaoB B 100 %

CJIy4aeB OTCYTCTBOBAIM PEKOMEHIAITNH TT0 UCITOJIb30BaHIIO
opte30B. Beem 6ombHBIM (100 %) Hamu BriepBbie ObLITN TaHbI
PEKOMEHIAINHY TI0 TUeTe, aKTUBHOMY 00pa3y KM3HM, BbI-
Oopy cItopTa, IIPOBEICHO O0YICHNEe KOMIUIEKCY YITpaXKHEe-
HUI JIEYeOHON TUMHACTHUKM, PEKOMEHIOBAH KOMIUIEKC
¢usmonpolenyp U caHaTOPHO-KYPOPTHOE JICUCHHE, CITO-
COOCTBYIOIIINE CHIKCHUIO TEMITOB ITPOrPECCUPOBAHMS 3a-
6oneBanust. OnHako Toabko B 10 (18,0%) ciyyasx u3 57
OOTBHBIMHU (TIPEUMYITICCTBEHHO JIETHMU TP XOPOIIIEi KOM-
IUTACHTHOCTA POIMTENICiT) 3TU PEeKOMEHIAIINN ObUIA BBI-
nojaHeHbl. Hamu BIiepBble ObUIM MHAMBUAYAIbHO ITOIO-
Opanbl opTe3bl — 20,0 % OOJIbHBIM B CBSI3U C UMEIOLLIMUCS
HapyIICHUSIMA JIOKOMOTOPHBIX (DYHKIIMI M3-3a TPYOBIX
Mape30B CTOM (CTeraxka), HO M3-3a CHIDKCHHON KPUTHUKU
TSDKECTU CBOETO COCTOSIHMS b 52,0 % 13 HUX CTaI UC-
TIOJIH30BaTh ITOI00PAHHBIC OPTE3bI, OTMETUB TTOJIOKUTEITb-
HBII pe3y/IBTaT B BUIIE 3HAUNTETHHOTO YITYIIIIEHHSI JIOKOMO-
TOPHBIX (PYHKIIHIA, O0JIee YBEpEHHOM MOXOIKI, YMEHBIIICHUST
4KCJIa NAJACHU.

Jnst ymydimeHnsT MeIUKO-COITMAIBHOM TTOMOIIN OTSI-
rouieHHbIM o HHIIIMT cembsiM Hamu OIyOJIMKOBaHO Me-
Toauueckoe rocodue mist 6oabHbix HHIIMT, akTtuBHO
TIPOBOIUTCS TUCTAHIIMOHHOE KOHCYIFTUPOBAHIE Ha MHTEP-
HeT-niopTanax «MemuimHa KpacHOSIpCKOTO Kpast» (WWW.
krasmedic.ru), «CuOMpCcKmiAi MEAMIIMHCKAA TOPTaD» (WWW.
sibmedport.ru), opuIMaTEHOM caiiTe YHUBEPCUTETCKOM KITH-
Huku KpacHospckoro 'MY um. npod. B.dD. BoiiHo-
SAcenenxoro (www.klinika.krasgmu.ru). Pa3zpaboran Kypc
MYJIBTUMEINUHBIX cTaTeit mist 6oabHbIX HHILIMT 1 uieHoB
MX CEMbU, KOTOPbII pa3MelLIeH 1 aKTUBHO JAOTOJTHSIETCS] HAMU
B paznene «Craten: HeliporeHeTrika» Ha MHTEPHET-TIOPTAJIC
«MemnumHa KpacHosipckoro kpast». B centsope 2011 1. Briep-
Bble B Poccuiickoit Menepatiiin HaMu ObUT pa3paboTaH v Ipo-
Be/IeH KOMIUIEKC MEPOIIPUATHIL B paMKax BcemMupHOTO mHS
MOBBILLIEHUS OCBEAOMJIEHHOCTU 0 6osie3Hu [llapko—Mapu—
Tyra B TecHoM corpynHuuecTse ¢ Accormanueii [llapko—Ma-
pu—Tyra (CIIA). Hamra nHMImmaTiBa ObLUIa TTOAIEp:KaHa
OO011IeCTBOM CITEIIMAIMICTOB ITO HEBPO-MBIIIICYHBIM OOJIC3HSIM
(Mocksa).

TakuMm 00pa3oM, TOJTBKO KOMITICKCHBIN TTOIXOMI K pe-
LLIEHUIO TTPO0JIeMBbI TTOMOILLM JIULaM, cTpagaroiM HHIIIMT,
¥ CBOEBPEMEHHOE TTPOBEICHIE JIeUeOHO-TNAaTHOCTUIECKIX
W MEIUKO-COITMATIBHBIX MEPOIPHUSITHIT MOTYT YMEHBIIINTD
TPYIOBBIE TTIOTEPU TIYTeM CHIDKEHUS YPOBHS MHBAIAIN3A-
LIVH JTIOZIE MOJIOIOTO TPYIOCTIOCOOHOTO BO3pacTa ¢ JaHHOM
HO30JIOTUEN.

Paspabomrxa arcopummoe ouacnocmurxu HHIIIMT.
C 1167110 TTOBHITIICHUSI TH(OPMUPOBAHHOCTH Bpadeii 0 Me-
TOmax paHHEH TMAarHOCTUKY 3a00JIeBaHNS ¥ OIITUMU3AIIAN
JIeYeOHO-TMAaTHOCTUYECKOM ITOMOIIM N3y4aeMOi KaTero-
pun OOJBHBIX (MPOOAHAOB) U WiEHAM MX CEMbU HaMU
OBLTH pa3pabOTaHBI M BHEAPEHBI B ITPAKTUIECKOE 3APaBO-
oxpaHeHne KpacHoSIpcKoro Kpast ailrOpUTMBI TUATHOCTH -
ku HHIIMT (puc. 4, 5). Ha 6aze T1O KpacHosipckoro
I'MY um. npod. B.®D. BoiiHo-fceHenkoro mpoBeaeHbI
IIUKJTBI TEMATUIECKOTO YCOBEPIIIEHCTBOBAHUS Bpadeii 1Mo
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HO ecTb 60sIbHble poacTBeHHMKM ¢ HHLLMT

T T

KnuHuKo-reHeanornyeckni aHanms
(OI'IPED,eJ'IEHI/Ie TWNa HadJleqoBaHUA, pacyeT reHeTu4eCcKoro pI/ICKa)
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HeBponornyecknin ocMoTp ¢ NoMMOoganbHbIM NCCefoBaHEM NMOBEPXHOCTHbIX U Fy6OKMX BUAOB
YYBCTBUTENIbHOCTY (CMMMETPUYHAA NoNMHenponaTva n/vnmn nepudepuyeckrie napesbi)
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KomnbloTepHas nannecteanomeTpusa AUCTaNbHbIX OTAEN0B BEPXHUX N HUPKHUX KOHEYHOCTEN
(BbIABNIEHVE HapYyLUEHU BUOPALIMOHHON YyBCTBUTESIbHOCTI)
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CrumynauroHHasa SHMI HepBOB BEPXHMX M HKHUX KOHeuyHocTer (CPBm, CPBc)
(Mpr3HaKy akCOHaNbHOM W/ AeMUENHU3NPYIOLLEN, MOTOPHOW /U CEHCOPHON HenmponaTum)

]4_
i}

Nronbyatasa DMl noTeHLManbHO NOpPaXKeHHbIX
MbILLL, KOHEYHOCTEN
(HeBpanbHbIV ypOBEHb MOPaXKEHNSA)

[pynna pucka no passutuio HHWMT

[ncnaHcepHoe HabnoaeHne P OnddepeHuymanbHas gruarHoCcTUKa
HelporeHeTrKa E C ApPYrUMn NOSIMHENPONATAAMMN

Puc. 4. Aneopumm nepsuunoii duaenocmuxu HHIIMT [H.A. HInaiidep, E.B. [nywenko, 2011]. DHMT — aaexmponeiipomuocpagus, CPBu — cko-
pocms pacnpocmpanenus 8030yxucoerus no Mmomophsim eonokham, CPBc — ckopocms pacnpocmpanenus 6036yicoeHus O CeHCOPHbIM 80N10KHAM
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KnnHuKo-reHeanornyeckmimi aHanms

. .

HacneacrtBeHHOCTb oTAroweHa (A, AP,

HacnencrBeHHOCTb He OTAroweHa \
A u X-cuenneHHbIN TUMNbI HacNIe[0BaHNA

UcknioueHmne gpyrnx BO3MOXKHbIX
NPUYMNH Pa3BUTUA NONIMHeNponaTum
- OnpepeneHne cogepxaHunsa
rMOKO3bl B KPOBU
- WiccnepoBaHme KpoBM Ha UMMYHHBIN
cTaTyc
- BoifABneHne ¢pakToB BO34EeNCTBUA
HelPOTOKCUYECKNX BELLECTB
(ankoronb, CBUHeL, renTun,
O®OC u gp.) Ha Npou3BOACTBE
1 B ObITY
- XpoHunuecKas nyyeBas Tepanua
- XviMnoTepanua npu
OHKOJIOTMYECKMX 3a60/1eBaHUNAX
— TpaBmbl KOHEYHOCTEN,
Xpypruyeckue onepauumm

i VicknioueHue Apyrnx HacneacTBeHHbIX :
! HeMpoMbIWeYHbIX 3a60n1eBaHN |
- MNposepeHune ctumynaunonHon SHMI
(Hopma unu gemmenuHM3npyoLwan
HelponaTuA NPy NPEXoaALNX
napannyax u/unm 4yBCTBUTENbHbIX
paccTponcTBax B pesynbTate
MHageKBaTHOW KomMpeccum)
- MpoBeageHne nronbyaton SMI
(HeMpOoHanNbHbIN, MblLLEYHbIN YPOBEHb
nopax}eHus)
- ViccnepoBaHue B KPOBM YPOBHA
bepmeHTOB KOK-MM, N1ATI-5
(NpeBbllLEHE HOPMbI B COTHY,
TbICAYN pa3)
- MiccnepoBaHme KOOPAMHATOPHbIX
Ha KOHEeYHOCTAX, KoMmpeccum HapyLUeHWUN (BblpaXeHHas
HepBOB MO3XeUKoBas aTakcus)

BbisaBneHb! gpyrue He BbisiBNEHbI
MPUYUHDbI Apyrvie npuvnHbl AOA HET
nonvHenponaTuv nonviHenponaTun
P P Apyroe P
Opyrasn : ¢ Cnopaanuyeckmin : : HacnefCcTBeHHoe : HHLLIMT
nonuvHenponatna i i cayvan HHWMT? i : HelpombiweyHoe i
P i i 3aboneBaHue

+ v + v

NMONNHEWPONATNA CMEWAHHOIO TEHE3A

Puc. 5. Anecopumm ouppepenyuansroii ouacnocmuxu HHIIMT [H.A. Hlnaiidep, E.B. Tnywenko, 2011]. Al — aymocomuo-domunanmmbiii mun
Hacnedosanus, AP — aymocomuo-peueccusnotii mun Hacredosanus, POC — pocghopopeanuueckue coedunenus, KOK — kpeamungocgoxuraza;
JUIT — aakmamoezudpoeenasa



Kaunuueckue uccaedosanus

HepBHo-MblweYHbie
BOJNIE3HH

MmenunmHcKol reHetnke (KpacHosipck, ZKemesHoropcek,
Pecnybnuka TeiBa, KuI3bUI), B paMKaxXx KOTOPBIX
B 2010-2011 . B memarormyeckoM Iipoliecce ObLIM MC-
TTOJTB30BaHBI YUeOHBIE TTOCOOMS TS Bpaueit « HacnmencTBeH-
Has Heliporiatus [Hlapko—Mapu—Tyta», «HacnencrseHHast
HelipomnaTusl ¢ TeHAEHUMWEeN K mapajiuyaM OT COABJICHUS»
U «Anroputmsbl nuarHoctuku HHIIIMT».

B pesymsraTe nipoBeneHHBIX HAMI MEPOTIPHSITHI BpadaMi
TIePBUYHOTO 3BeHA 3IpaBooxpaHeHnsT KpacHospckoro Kpast
B 2011 I. Ha KOHCYJIBTALINIO K HEHPOTEHETHKY IUTS TTPOBEICHUST
KOMIIJICKCHOTO TMAarHOCTIIECKOTO O0C/ICIOBAHNST, BKITIOUAST
KOMIIBIOTEPHYIO TTAJIECTE3MOMETPUIO, OBUIM aKTUBHO Ha-
npasieHbl 7 (10,9%) u3 64 mauueHToB C MMOAO3PEHMEM Ha
HHUIMT, yTo mo3BOMIO AMArHOCTUPOBATh 3a00JIeBaHUE
Ha paHHUX CTaAVsIX Pa3BUTHSI TTATOJIOTMUECKOTO IpoIiecca.

BbiBoabl

OraroiueHHbIn ceMeitHblii aHamHae3 mo HHUIMT or-
MeueH B 93,0% ciydaeB, ayTOCOMHO-JIOMUHAHTHBINA THUII
HacefnoBaHust mpocnexusajics B 91,2 % ciydaes. B 94,7 %
cJIydaeB Tpeo0sianaa MOTOPHO-CEHCOPHBIN TUIT Helipora-
Thu, B 3,5 % ciaydaeB — ceHCOpHOI Tuil, B 1,8 % cityyaeB —
MOTOPHBIN THIT HEMPOITATUH. YCTaHOBJICHHBIMI HAMU TIPH-
yuHamMu no3gHeit auarHoctuku HHIIIMT B cembsx,
OTSTOIIEHHBIX IT0 TaHHOMY 3a00jeBaHMIO (Ha IIpUMEpe
KpacHostpckoro Kpast) ObUTH: HeXKeTaHNe OOTBHBIX 1 WICHOB
HX CEMEl COTPYIHMYECTBA C BpauoM-HeBposiorom: 48,8 %
KIMHUYECKUX CIIy4aeB MCKITIOYEHBI M3 CTAaTUCTUYECKOTO
aHaJIM3a B CBSI3M C OTKA30M OT aKTUBHOTO KOMILJICKCHOTO
obcnenosanust, B 47,0 % ciydaeB GOJIbHbIE M ACUMITTOMHbIE,/
MaJIOCUMIITOMHBIC WICHBI MX CEMei, MMEIOIITNE BhIpaXKeH-
HBbIC HapyIIeHUs BUOPAIIMOHHON YYBCTBUTEIBHOCTU IIO
pe3yiIsTaTaM KOMITBIOTEpHOU MaJUIeCTe3MOMETPHHN, OTKa3a-
JINCH OT MOJICKYJISIPHO-TEHETUUECKOTO MCCIIeA0OBAHMS; HI3-
Kast HAaCTOPOXXEHHOCTh Bpaveil IIepBMYHOTO 3BeHA 3IpaBO-
OXpaHEHUS HAIlETO PeTMOHA B OTHOIICHUM TWMATHOCTUKU:
HHIIMT — 75,0% cnyyaeB (aCMMITTOMHBIE/MaJIOCUM-
MITOMHEBIC OOJBHBIC, UMEIOIINE OTSTOIICHHBIN CeMEHHBIN

aHamHe3 1o HHILIMT, He ObUiM aKTMBHO 0OCJI€I0BaHBI
C LIEJIbIO PaHHEH TUATHOCTUKY TaHHOTO HACJICICTBEHHOTO
3200JIeBaHNs); OTCYTCTBHE MEKIUCIIMIUTMHAPHOTO TIOAX0/1a
B IMarHocTuke u BeaeHnr 0onpHbIX ¢ HHILIMT — 94,0 %
ciydyaeB (TIAIIMEHTH He HAMpPaBJISUIMCh HAa KOHCYJIBTAITUIO
K MEIUIIMHCKOMY TeHETHKY, HeMPOTEHETHKY, OPTOIICAY).
MomuduimpoBaHHasT METOIMKA KOMITLIOTEPHOM ITaji-
JIECTe3MOMETPUH C MCTIOIB30BaHUEM OTEYeCTBEHHOTO THa-
THOCTHUYecKoro obopynoBaHusi «Bubporecrep-MBbH»
BT-02-1 wmMmeeT CTaTMCTUYECKHA 3HAYMMYIO OOJIBIIIYIO
YYBCTBUTEIHLHOCTB IO CPABHEHUIO C KJIACCUIECKIIM KaMep-
TOHAJTBHBIM METOIOM Ha paHHEM CTaauy pa3BUTHS 3a00I1e-
BaHust: 85,7 % npotuB 64,3 % — Ha HIKHUX KOHEYHOCTSIX,
35,7 % npotus 14,3 % ciaydaeB — Ha BEPXHUX KOHEUHOCTSIX
COOTBETCTBeHHO. Pa3paboTaHHBIC 1 BHEIPEHHBIC B ITPAKTH-
YecKoe 3IpaBOOXpaHEHHME Ha ypOBHE aMOyIaTOpHO-
TOJMKIIMHIIECKOTo 3BeHa KpacHosIpcKoro Kpast JuarHo-
CTUYECKIE aJITOPUTMBI U YIeOHO-METOIMIECKIE TTOCOOMS
CITOCOOCTBOBAJIN TTOBBIIICHNIO MH(GOPMHPOBAHHOCTHU Bpa-
4eit 0 MeTomax panHeii muarHoctuku HHILIMT (3a mepuon
Hactosiero uccnenoanust 10,9 % manueHToB ¢ Togo3pe-
Huem Ha HHIIMT Obli akTMBHO HampabJieHbl Bpauamu
TIEpPBUYHOTO 3BEHA 3IPaBOOXPAHCHUSI HAa KOHCYJIBTAIUIO
K HEPOTEHETHKY IJIST TIPOBEACHNST KOMITJICKCHOTO 00CIIe-
MOBaHUS M KOMITBIOTEPHON TajiecTe3noMeTpun). Momu-
(purmpoBaHHasI METOMMKA KOMITHIOTEPHOM MAJICCTE3MOME-
Tpuu npu HHIIMT ¢ ucrnonb3oBaHreM OTEUeCTBEHHOIO
JIMarHoCTUYecKoro obopynoBaHusi «Bubporecrep-MBH»
BT-02-1, a Takxe pa3paboTaHHbIE TMATHOCTUYECKIE aJIr0-
PUTMBI U Y4eOHO-METOINYECKIE ITOCOOUSI, MOTYT OBITh pe-
KOMEHJIOBaHBI TSI 00JIee IITMPOKOro BHEAPEHMS Ha YPOBHE
Ipyrux cyobpekToB Poccuiickoit Mdeneparym.
KomriekcHBI# TToaXo K perieHITo Ipo0IeMbl TIOMOII
Jymuawm, crpagatromM HHIIIMT u cBoeBpeMeHHOe mpoBe-
JIEHUE JICUeOHO-TMarHOCTUICCKIX M MEIMKO-COIIMATBHBIX
MEPOTPUATHIT MOTYT YMEHBIIIUTD TPYIOBbIC TIOTEPH TTyTeM
CHIDKEHMS YPOBHSI MHBAIMIN3AIIAN JTFOIEH MOJIOIIOTO TPY-
JIOCTIOCOOHOTO BO3pacTa ¢ JaHHOW HO30JIOTHEH.
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