IHPOEKT

Kiannnueckue PECKOMCHIAIIUHA 110 TUATHOCTUKEC U
JCHCHNI0O HACJICACTBCHHBIX MOTOPHO-CCHCOPHDbIX

HEBPONATHIl Yy JeTel

ABTOp:

I'yzeBa B.1.
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11.1. Cokpamenus

BIIMT — 6one3up [llapko—Mapu—Tyra
HMCH — HacneacTBeHHbIE MOTOPHO-CEHCOPHBIE HEBPOIIATUHU

OMHI" — snekrponeiipomuorpadust

11.2. Onpenenenune

[lepBble KITMHMYECKUE OMMCAHUS HACIEICTBEHHON MOTOPHO-CEHCOPHON HEBPOIIATHH
(HMCII) kax 3a0oneBaHusl HEPBHOM CHCTEMBI, BEYILEr0 K MBIILIEYHON €1a00CTH U aTpoduH, C
IPEUMYIIECTBEHHOM JIOKAIN3ALMeH MOpaKeHUs B TUCTATBHBIX OT/IENIaX KOHEUHOCTEH, ClIeaHbl
HeBpoustoramu u3 @paunuuu Charcot J., Marie P. u Bpauom u3 Aurnuu Tooth H. B 1886 .

HMCII, nnu veBpanbHast amuorpodus [llapko—Mapu—Tyra (BILIMT), —
TeHETUYECKU TeTepOreHHast IpyIa MOHOTEHHBIX 3a00JI€BaHN, B OCHOBE KOTOPBIX JICXKHT
NEPBUYHBIN 1e(DeKT B CTPYKType nepudeprudeckux HepBOB (B MUEITMHOBON 000JI0UKE UITU
0CEBOM LIMJIMHJPE — aKCOHE), Pa3IMYAIOIINXCS 110 TUIY HacIeI0OBaHUs, KIMHUYECKOMY
noaumopduszmy, ocobennoctsMm JHMI mapameTpoB U 00bEAMHEHHBIX OJIHUM Ha3BaHUEM BBUY
CXO0/ICTBA OCHOBHBIX KIIMHUYECKHX MPOSBICHUN 3a00IeBaHUSI.

Bricokuii ypoBeHb paHHEW MHBAIMAM3AINHN, OTPAHHYCHHE TIPOIOJKUTEIIBHOCTH YKU3HA

BCIICACTBHUC HCFO‘IHO'CCPI[C‘IHOﬁ HEAOCTAaTOYHOCTH, OTCYTCTBUC 3(1)(I)CKTI/IBHBIX METOJ0B



JICYCHUS NPEAOITPCACIIAIOT UCKIIFOYHUTCIBHYIO MEAUIIUHCKYIO U COIMUAJIBHO-3KOHOMUYCCKYIO

3HAYUMOCTh JAHHOU TTPOOIIEMBI.

11.3. MKB-mugppsbi

G60.0 HacnencTBenHass MOTOpHAst U CEHCOpHAsi HEBPOIIATHS

B oannotii noopyopuxe kooupyromes 6 uz 7 munose HMCH (HMCH IV muna — 6one3ub
Pegcyma — xououpyemces 6 pyopuxe G60.1). HMCH I u Il muna npeocmasnsiom coboi
sapuanmul bonesnu Lllapko—Mapu—Tyma, HMCH Il — 6one3ub [Jescepuna—Comma. Ipu
HMCH V muna crabocmo u amuompoghuu mvludy cOuemaromcs ¢ MeoieHHO Hapacmarouum
cnacmuyeckum napanapezom, npu HMCH VI muna — ¢ ampocgueii 3pumensuoco nepsa, HMCH
VII muna — ¢ nuemeHmHbIM peMmuHUmMoM, KapoOUoOMUonamuel U HetpoceHCopPHOL My20yXoCmbio.

G60.1 bonesns Pedpcyma

HMCH N muna

Hacneocmeennas oumanosas ayuoemus

11.4. YacToTa

HacnencrBennsie MoToceHcopHble Heifponiatuu (HMCH) coctasinstot 10 80% Beex
HacleIcTBeHHbIX HeBponatuil. [To nanubsIM BecemupHoil peneparnm HeBpoIorndeckux o0IecTs,
no yactote BcTpedyaemoctd HMCH 3aHnMarot o1HO U3 EpBBIX MECT CPEAM BCEX
HaCJIEICTBEHHO-IET€HEPATUBHBIX 3a00JIeBaHUI HEPBHON cUCcTeMbl. YacToTa BCTpe4aeMOCTH
cocraBiuseT oT 1 : 10 000 mo 1 : 2500 HaceneHus B pa3Iu4HbIX MOMYIISILUIX.

Yamie BcTpevaercs |, AeMUENMHU3NPYIOMIKN, TUIT HACTIEICTBEHHBIX MOTOCEHCOPHBIX
HEHpOMaTHii ¢ ayTOCOMHO-TOMUHAHTHBIM THIIOM HacjenoBanus. [1o nanasim McMillan J.,

Harper P. (2010), vacrora HMCH 1-ro tuna cocrasuser 12, 9 na 100 000 HaceneHus.

11.5. 9THoI0rUd ¥ MATOreHE3

BriaensroT ayTocOMHO-1OMUHAHTHBIN, AyTOCOMHO-PEECCUBHBIN, X-CLETICHHBII
peLecCUBHBIN, X-CLENICHHBIN YaCTUYHO JOMUHAHTHBIN THUIIBI HACIIEA0BaHUS.

Oxomno 20% ciiyuaes HMCH 1-ro Thna ¢ ayrocOMHO-IOMUHAHTHBIM TUIIOM
HacJIeI0BaHMs 00YCIIOBIIEHBI MyTausiMu de novo, mpu 3ToM 89% HMEIOT OTIIOBCKOE

npoucxoxaenue, 11% — MarepuHCKoe.



B nocnennue roasl cienan 00bLION IIAr Bepe] B MOHUMaHUM MOJIEKYJISIPHBIX
MexaHu3MoB natorenesa 6one3nu lllapko—Mapu—Tyta (BILIMT). Oka3asioch, 4To B OCHOBE
BIIMT moryT ObITh pa3ialyHbIe MyTallUX B T€HAX, KOJUPYIOIIUX T€ MM UHbIE OETIKY MHUETIHHA
nepupepuyecKX HEPBHBIX BOJIOKOH.

bonee Toro, BEIICHUIIOCH, YTO Pa3IMYHbIE MyTallUM B OJHOM U TOM K€ F'€HE MOT'YT
BbI3bIBaTh pasziauuHble BapuanTel HMCH.

BIIMT Ituna — nemuenunusupyromuii Bapuant BIIIMT. [1atorenes o0ycnoBieH
runepnpoaykimen oenka muenuHa PMP22. Dtot 6emnok coctout u3 160 aMuHOKHUCIIOT,
OTHOCHTCS K CEMEHCTBY MIMMYHOITIOOYJIMHOB, SKCIIPECCUPYETCS B IIBAHHOBCKUX KJIETKAX U
cocraBisieT 2—5% oT Bcex OenkoB nepudepudeckoro muenuHa. OcHoBHas GpyHkius PMP22
3aKJII0YAETCS B PETYISIUU KIETOYHOH mporudeparyn, 1uddepeHnpoBKy, arnonros3a
IIBAHHOBCKHX KJIETOK. ¥ BEIMUEHUE IKCIPECCUU OeIIKa MPUBOIUT K U30BITOUHOMY POCTY
IIBAaHHOBCKUX KJeTOK. [IIBaHHOBCKHE KJIETKH HE 00pa3yl0T MHOTOCIOWHBIM KOMIIAKTHBIH
MUEJHH, & Xa0TUYHO IPYINIIUPYIOTCS BOKPYT OCEBOT0 LIMJIMHAPA, HACIAUBAIOTCS APYT HA JIpyra.
Bcenencreue nponudepannu 2HI0HEBPAIBHBIX COCTUHUTEIBHOTKAHHBIX JIEMEHTOB
bopMupyIOTCs JIyKOBHLIEOOpa3Hble YTOIIIEHHS B MUSIIMHOBOM 000JI04Ke, COCTOSALINE U3
paspacTaHuil OTPOCTKOB HIBAHHOBCKUX KJIETOK C y4acTKaMH 0a3aibHON MeMOpaHbl U
OKpYXKarollel X COeAMHUTEIbHON TKaHU, YUEPEIYIOIIMXCS C YHacTKaMHU Jie- U pEMUEITUHU3ALHH.
B uTore mpoucxoauT 3amMeyIeHUE SIEKTPUIESCKON UMITYIbCAUU B TPO(DUKU MBIIICYHON TKAHU.

BIIMT Il Tuna — axconanbHbiil BapuanT BIIMT. DHMI -nanHble oTpaxaroT
NOpa)keHHE 0CEBOT0 IIMIMHJIPA (aKCOHA) MOTOCEHCOPHBIX BOJIOKOH Nepu(epuyecKix HEPBOB.

[TaTorenes 3aboseBaHUsl HEOCPEACTBEHHO CBSI3aH C HEMPOPHIaMEHTaMH LIUTOCKETIEeTa
AaKCOHOB, HOpMaJIbHOE (PYHKIIMOHUPOBAHHE KOTOPHIX HEMOCPEACTBEHHO CBSI3aHO C BXOJSAIIUMU B
CTPYKTYpPY HeHpo(HIaMEeHTOB TpeMs CyObeAMHUIIAMH — JIETKOM, CpeAHEN U TSXKeNoH, Kaxas
U3 KOTOPBIX UMEET HEOOIbIION TepPMUHANIBHBIN TOMEH, allb(ha-CIUpaTbHbINA [IEHTPATbHBIN
JIOMEH M KapOOKCUTEPMHUHAIBHBIA «XBOCTOBOI» ToMeH. [Ipudem, Hamu4ue JIerKou 1enu
00513aTeJIbHO.

OTBeTCTBEHEH 3a COOPKY CYObEAMHHUIL B IPOMEXKYTOUHBIN (HIaMEHT alib(a-
HEHTpalbHBIN ToMeH. KapOokcuTepMuHaIBbHBIN («XBOCTOBOW») JOMEH, OOTaThIi 3apsKEHHBIMU
AMUHOKHUCJIOTHBIMU OCTaTKaMHU, OTBETCTBEH 32 B3aUMOJEHCTBHE MPOMEXYTOUHBIX (PHIIaMEHTOB
JIpYT ¢ APYrOoM U MUKpOTpyOoukamu. Bmecte ¢ Tem cOopka HelpopriiaMeHTOB OCYILECTBIISIETCS
3a cyeT npoueccos pochopunupoBanus win aeHocHopuInpoBaHus CyObeIUHMIL, B pe3yabTaTe
4yero HelpoduIaMeHThl CIOCOOHBI PETYIUPOBATh IUAMETP aKCOHA, a TAKXKE BIUATH HA (QYHKIIMU
JIPYTUX KOMIOHEHTOB IIUTOCKEIETa aKCOHAa — MUKPOTPYOOUEK M aKTHHOBBIX

HelipopunamenToB. [lpu HapylIeHnn CTPYKTYpHhI JIETKOW LIenu HelpoduiiaMeHTa B pe3ysibTare



MyTalli B IT'CHC MPOUCXOJUT YMCHBIICHUC JUaMETpa aKCOHA U CHUXKCHUE CKOPOCTHU

AKCOHAJIBHOTO TPAHCIIOPTA C MOCIEAYIONIeH JereHepaleld akcoHa, IeHepBaliel u arpogueii

MBIIIII.

11.6. Knaccnuxanus

B Teuenue mmTensHOro BpeMeHu Obliia ooOmenpuHsTa kiaccudukanus Dyck P.J. u

Lambert E.H. (1968), corimacHo koTopoii BeiaeincHbl ceMb THoB HMCH (ta6im. 11.1).

Ta6auua 11.1. Knaccudpuxarmmss HMCH

Tun
HaCJIEICTBEHHON
MOTOPHO-CEHCOPHOM
HeBponatuu (HMCH)

HMCH I tuma

HMCH II tuma

HMCH III tuma

HMCH IV tuna

HMCH V tuna

HMCH VI tuna

KiroueBsle npuszHaku

AyTOCOMHO-I0MHUHAHTHOE HaCJIeJJOBaHUE, HU3Kasi CKOPOCTh
IpoBe/IeHUs BO30YXKA€HUS 10 HepBaM (JIeMUEITMHU3UPYIOINUN
BapHaHT)

AyTOCOMHO-I0MUHAHTHOE HacJIeZI0OBaHUE, HOpMaJIbHAas NN
HE3HAYUTENFHO CHIKEHHAsI CKOPOCTh IPOBEICHUS BO30YKACHUS 10
HepBaM (akcoHaNbHBIN BapuaHT 60se3nu [llapko—Mapu—TyTa)

[IpenronoxuTensHO ayTOCOMHO-PELIECCUBHOE HACIIEI0BAaHUE,
rpyOBIif HEBPOJOTUYECKUM TEPUITUT, pe3KOE CHIKEHHE CKOPOCTH
IIpOBeJECHUS BO30YX1eHUs 110 HepBaM (Oone3Hb [lexxepuna—CoTtTa)

bonesns Pedcyma

AyTOCOMHO-OMHUHAHTHOE HAaCJIEJOBAHHUE; COUETAaHUE PAHO
pa3BUBAIOIIEICS TOJUHEBPOIIATUH C NTO3JHEE PUCOECTUHAIOLINUMCS U
MEIJIEHHO HAapacTAIOIINUM CIIaCTUYECKHUM NIapanape3om;
YYBCTBUTEJIBLHOCTh HE CTPAJAET, CKOPOCTh MPOBEACHUS 110 HEPBaM
0CTaeTCsl HOPMAJIbHOM MIJIM HECKOJIBKO CHUYKEHA; Hayallo Ha BTOPOM
JECATHIIETUN )KU3HU

AyTOCOMHO-IOMUHAHTHBIN WJIH ayTOCOMHO-PELIECCUBHBIN TUIT
HaCJIEJOBaHMsI, COUETaHUE MOJIMHEBPONATHH € aTpodueil 3pUTEITHLHOTO

HepBa; BapuabebHbIM BO3pacT Havana



HMCH VII tuna AyYTOCOMHO-JOMUHAHTHOE WJIM ayTOCOMHO-PELIECCUBHOE
HacJe/I0BaHKE; TOJMHEBPONATHS C TUTMEHTHOM JiereHepanuei
CETYaTKH, 3aMEJIJICHUEM CKOPOCTH MPOBEJCHUS 110 HEPBaM,
KapJIMOMHUOTIATHEH M HEHPOCEHCOPHOH TYrOyXOCThI0; BapraOeIbHbBIN

BO3pacCT Ha4dajia

CoBpemenHas kinaccupukanus 6a3upyeTcs Ha MOJIEKYJIIPHO-TEeHETHUECKUX, KIIMHUKO-

Te€HEAJTOTHYECKUX, JIEKTPO(YU3UOIOTHIECCKUX U MTaTOMOP(OTOTHIECKHX JaHHbIX (Tadi. 11.2).

Ta6auna 11.2. CoBpemennas knaccudukammst HMCH
Tun JleMuenman3upyronm AkcoHonar Hesponartuu ¢
HaCJICJOBAHMUS € HEBpOIIaTUH uu IIPOMEKYTOUYHBIM

3HAYCHHUEM CKOPOCTHU

IPOBEICHUS
AyTOCOMHO BIIMT 1 (A-E) BIIMT 2 DI-BIIMT
-IOMHUHAHTHOE HHCIIC (A-E) (A-O)
bosesns [lexxepuna— HMCH V BIIMT 2E
Cotra HMCH VI
HMCH VII
AyTOCOMHO BIIMT 4 (A-F) AP-BIIMT
-pelLeccuBHOE bonesns Jlexepuna— 2 (A, B)
Cotra
Hesponatus
BCJIEZICTBUE BPOKICHHON
TUIIOMHETUHU3ALUN
Bbonesnp Pedcyma
CuerieHHO BIIMT X1 BIIMT X BILIMT X

€ ¢ X-XpOMOCOMOM
Ipumeyanue: BILIMT — 6one3us Lllapxo—Mapu—Tyma,; AP — aymocomHo-
peyeccusnas, HHCIIC — nacreocmeennas He8ponamus co CKIOHHOCMbIO K Napaiuiam om

coaseHuUs



Tun 1 HMCH cunonumuuern BIIIMT 1, HO ecTh HEKOTOPBIE HECOOTBETCTBUS B
HOMEHKJIaType, 0COOCHHO B OTHOIEHUH Oojee peakux popm. Hampumep, HIMT 4
KJaccu(puIMpoBaHa Kak JeMUeIMHU3UpYIomas opMa ayromcoMHo-pernieccuBHoit HMCH,
torna HMCH IV tuna ucxoano cooTHocutcs ¢ 6osie3nbsto Pedeyma.

Henenne BIIMT na nemuenunusupytonuii tam (BILIIMT 1-ro tumna),
XapaKTEPU3YIOIIUICS CHUKEHUEM CKOPOCTH BO30YKICHHS 110 HEPBaM, M aKCOHAJIbHBIN THIT
(BLIMT 2-ro Tuna) ¢ HOpMaJIbHOM WJIM HE3HAUUTEIbHO CHIYKEHHOW CKOPOCTHIO MTPOBEACHUS 110
HEpBaM, COXpaHseT cBoe 3HadeHne. OAHaKO U3yUeHHE MOJIEKYJISIPHO-TEHETUYECKIX OCHOB
3a00JIeBaHUs TO3BOJIMJIO pa3paboTaTh Oojiee JeTalIbHYI0 KJIaCCU(PHUKAIIUIO, OTPAKAIOILYIO €T0
FEHETUYECKYIO T€TEPOr€HHOCTb.

B cootBercTBuu ¢ 3toi knaccudukanueit BIIIMT 1 u BIIIMT 2 nacnenyrouuecs
MPEUMYIIECTBEHHO 110 ayTOCOMHO-IOMUHAHTHOMY THUITY, IOJIPA3/IENIAIOTCS Ha OT/ICIbHbBIC

MOJITUIIBI, CBS3aHHBIE C PA3JIMYHBIMU F€HETHUECKUMU AedexTamu (cM. Tabma. 11.2).

11.7. Kauuuka

OCHOBHBIE TIPE/ICTABUTEIH IPYIIIBI HACIEACTBEHHBIX MOTOPHO-CEHCOPHBIX HEBPOIIATHIHA
(HMCH) — 6omne3ns [llapko—Mapu—Tyta (BLLIMT), panee o603HauaBmascs kak HeBpajibHas
(meponeanpHast) amuoTpodus, a Takke HMCH 1 u 11 Tumos.

HecmoTps Ha reHeTHYeckoe pazHooOpa3ue, KITMHUYECKHE MPOSBICHUS Pa3IHUHBIX
BapuanToB HMCH cxoWu, X0Ts Ha0o1at0Tcst KoseOaHus B BBIPAXKEHHOCTH CUMIITOMOB JlaKe Y
HOCHUTEIEH OHOTO U TOTO )K€ TaTOJIOTUYECKOTO TeHa, B TOM YHCIIE U Y OJTHOSHIIEBBIX
OJIM3HENOB. DTO yKa3bIBAET HA OMPE/CIIEHHYIO pPOJib (PAKTOPOB BHELIHEHN Cpebl.

OcCHOBHbBIE KIIMHUYECKHE TPOSIBICHUS 3a00JI€BaHUIA:

— ¢J1a00CTh U aTpo(Ust MBILIL, TPEUMYLIECTBEHHO B AUCTAIBHBIX OT/AEIAaX HUKHHUX
KOHEYHOCTEH, HO TI0 Mepe pa3BUTHUS 3a00JI€BaHUs, PACIIPOCTPAHSIONINECS U Ha JUCTAIbHBIC
OTJIEJIbI BEPXHUX KOHEYHOCTEIH;

— MUHHMMAaJIbHOE UM YMEPEHHOE CHM)KEHUE YYBCTBUTEIBHOCTH I10 TUITY «I1€PYATOK» U
«HOCKOBY, 3aTparuBarolilee BCe CEHCOPHbIE MOIATbHOCTH;

— u3MeHeHne (OPMBI CTOTIBI, OOBIYHO B BUJIE BEICOKOTO CBOJIA (TI0JIast CTOMA) U
MOJIOTOYKO0Opa3HOH JedOopMaIliy MaJIbIICB;

—IIOCTENIEHHOE HAa4yaJio ¥ 0YE€Hb MeJUICHHOE IPOTPECCUPOBAHHE C PA3BUTHEM
BBIpKEHHOTO Jie(hekTa B TeueHue 1—2 aecAaTUIIeTH.

Xapaxtepuctuka ocHOBHbIX TUNoB BIIIMT npexacrasnena B tabm. 11.3.



Taoauna 11.3. CpaBHuTenbHAS XapakTepucTUKa OCHOBHBIX TUIIOB HMCH

3abosieBann

I'en u mecTo

Ha XpOMOCOME

Bospact Hauanbnbie

CHUMIITOMBI

Cyxoxun

bHBIE Pe(IICKCHI

I[eMnenansnpylomne HEBPONIAaTUU ¢ AYTOCOMHO-AOMHUHAHTHBIM TUIIOM HACJCI0BaAaHUA

BIIMT 1-

ro Tuma

BIIIMT 1A

BIIMT 1B

BIIMT 1C

BIIMT 1D

HHCIIC

Boie3nn

PMP22
(17p11)

PO (1022)
LITAF
(16Q13)

EGR2 (16¢21)

PMP22
(17p11)

PMP22

1-1 nexana CnabocThb

AUCTAJIbHBIX MBIIIIT

Tor xke Te xe
2-51 mexaja Te xe
Tor ke Te xe
3-1 nexana [Tpexomsmue

AMU30/TbI POKATHHOM
¢11a00CTH MBIIIIL]

IlepBbIe BeIpaxxeHnas

He

BBI3BIBAIOTCA

He
BEI3BIBAIOTCS

CHMXEHBI
He

BBI3BIBAKOTCA

B Hopm™me

He

Cpennue
MOKa3aTen
CKOpPOCTH

ITPOBEACHUA

15-20 m/cek

<20 m/cek

16-25 m/cek

26—42 wm/cex

CHuxeHa B

30HaX KOMIIPECCUHU

<10 m/cek



Hexepuna—Corra

(17p11)

EGR2 (10¢21)
8423

I'0JbI ’KU3HHU

¢J1a00CTh MBIIIIL]

AKCOHAJIbHbBIE HEeBpPONaTUU C AYTOCOMHO-AOMUHAHTHBIM THUIIOM HaCJI€OBAHUA

BIIMT 2-
ro TMIA

BIIIMT 2A

BIIIMT 2B

BIIIMT 2C

BIIIMT 2D

BIIMT 2E

022)

MFN2 (1p36)

RABT7A

RAB7B(3q13-

TRPV4(12q24

12923-12924

GARS

(7p14.3)

NEFL

1-2

IEeKaIbl

2-9 nekana

1-a nexana

16-30 ner

10-30 ner

CnabocThb
JHACTAJbHBIX MBIIIII]

CnabocThb
IHACTAIBHBIX MBIIIIL]

CnabocThb
JHACTAJIbHBIX MBIIIIIL 1
MBIIIII] TOJIOCOBBIX CBSI30K

CnabocThb
IHACTAIBHBIX MBIIIIL]

Te xe

Te xe

CnabocThb
MTPOKCHMAJTLHBIX MBIIIIII,

KpamIu

C1ab0CTh MBIIII] HOT

BBI3BIBAIOTCA

He

BBI3BIBAIOTCA

He

BBI3BIBAIOTCA

He

BBI3BIBAKOTCSI

CHMXEHBI

CHHXXCHBI

>38 M/cek

>38 M/cek

>50 m/cek

>38 Mm/cek

>38 M/cek
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BIIIMT 2F (8p21.2) 15-25 ner CHIKEHBI
HSPB1
BIIMT 2G  (7911.23) 17-50 ner HE
BBI3BIBAIOTCSI
12912—q13.3
BIIIMT 21 MPZ 1qg23.3 37-61 ner CHUKEHBI

Q)

AKCOHAJIbHBIE HEBPONMATHHU C AYTOCOMHO-PEIECCUBHBIM HACJICA0OBAHUEM

AP-
BHIMT 2
AP-BIIIMT Jlamuna A/C 4-24 ner Cnabocth CHIXEHbI
2A (1921) JMCTAIBHBIX MBIIIIL
AP-BIIMT 19913 28-42 ner Te xe He
2B BBI3BIBAIOTCS B
JTUCTaTbHOM
oTIene
AP-BIIMT 8021.3 4-8 ner Cnabocthb AXUIIOBBI
2C JIACTAJIbHBIX MBIIIII, HE BBI3BIBAIOTCH,
MHUPAMUTHBIE 3HAKU OCTaJIbHbIE —

OKHBJICHBI,

4258 m/cex

>38 M/cek

Hopma win

CHHMIXXCHaA

>38 M/cek

>38 Mm/cek

>38 Mm/cek



BIIMT 4-
ro TUINa

BIIIMT 4A

BIIIMT 4B

BIIIMT4B2

BIIIMT 4C

BIIIMT 4D

BIIIMT 4E

BIIMT 4F

GDAP1(8qg21.
11)

MTMR?2
(11921)

SBF2

(11p15.4)

SH3TC2
(5932)

NDRG1
(8924.3)

EGR2
(10921.1-q22.1)

PRX

Jerckue
oAbl

2—4 roasl

1-2

JCKaabl

5-15 ner

1-a nexana

C

POXIEHUS

1-3 roasr

11

Cnabocth
JIACTAJIBHBIX MBIIIILL

CnabocThb
JIMCTAIBHBIX U
MIPOKCUMAJTbHBIX MBIIIII]

CnabocThb
JIACTAIBHBIX MBIIIIIL,
CHIDKEHHE
9yBCTBHTEIHLHOCTH

3aTpyaHeHUs TpU
xoap0e

Te xe

MprimeyHas
THIIOTOHUS

3anepkka

IMaTOJIOrHYECKHUEC
KHCTCBBIC

pedraeKce

CHMXEHBI

He

BBI3BIBAIOTCA

He

BBI3BIBAIOTCA

CHMXEHBI

He
BBI3BIBAKOTCSA

He
BBI3BIBAIOTCS

He

CHmxena

CHmxena

15-30 m/cex

14-32 m/cek

1020 m/cek

9-20 M/cex

MotopHbIi
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(19913.1-913.2) MOTOPHOT'O Pa3BUTHS BBI3BIBAIOTCS OTBET HE
perucTpupyercs
BoJie3nn MPZ (1923.3) 2 roga BripaxxenHas He <10 m/cex
Jexxepuna— EGR2 c11a00CTh MBIIIILL BBI3BIBAIOTCS
Corra (10g21.3)
PMP22
(17p12)
PRX (19913.2)

HeBPOHaTI/II/I C IPOMEKYTOIYHBIMU NOKA3aTEC/JISIMUA CKOPOCTH IPOBEICHUS BO36y)KIleHI/Iﬂ o HEpBaM

BIIMT X GJB1 (Xqg13.1) 2-51 eKaja Cnabocthb He 30-40 m/cex
JMCTATIBHBIX OTAEIOB BBI3BIBAIOTCS C
JIMCTATBHBIX
OT/ICJIOB
DI-BIIMT 100924.1-q25.1 1-2 Te xe To xe 25-50 m/cex
(c 19p13.2 nexana
NPOMEKYTOYHOM 1p35.1
CKOPOCTHI0 1923.3

NpoBeIeHus1) 14932.33
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BIIMT | tuna (nemuenuausupyronuii Bapuant BIIIMT, wiu HMCH | tuna)
cocraisieT okoJio 60% Bcex ciayyaeB BIIMT. Ona nposiBisieTcs Ha 1-2 1ecATHUIETUH KU3HU
(06b19HO 710 20 51€T) M HACIEAYETCs 10 AyTOCOMHO-TOMUHAHTHOMY THITY.

XapakTepHa MeJIJICHHO HapacTarollas CAMMETPUYHAs C1a00CTh B TUCTABHBIX OT/IEIaX
HOT C Pa3BUTHEM BBIPAKEHHBIX aMHOTPO(QHIA U XapaKTepHOH edopMaluu cToN («I10J10M»
CTOIIBI), 3aTeM cJ1a00CTh U aTpo(UN BOBICKAIOT KUCTHU (TOSABIISIIOTCS 3aTPyAHEHUS MIPH
3aCTErMBaHUM IMYTOBUL, OTKPbIBAaHUH JIBEPH KJIFOUOM U 1p.). B nienom pyku oOb1uHO
BOBJIEKAIOTCS HE paHee yeM uepe3 10 JIeT OT OsIBIEHUs IEPBBIX CUMIITOMOB OOJIE3HH.

B kayecTBe HaUaJIBHBIX CUMIITOMOB OOJIbHBIE OTMEYAIOT 0OJIE3HEHHbIE CIIa3Mbl MBIIIII]
rOJIEHH, YCHJIMBAIOIIMECS T1OCIIE ATUTEIbHON X01b0bI, C1a00CTh CTOM, MPOSBIISIONIYIOCS
M3MEHEHUEM IIOXOJIKH, 3aTPYAHEHHUSIMU IIpU O€re UK OIbEME I10 JIECTHULIE, MEJUIEHHO
HapacTamuyo aegopmanuio cron. HekoTopbie poauTenn 3aMeqaroT, 4To peOSHOK XOAUT Ha
IBIITOYKAX.

[Tpu ocMOTpe BBIABIAIOTCA CUMMETPUYHAs TUIIOTpodus pa3rudareneil najableB CTOIl,
Mast00epIIOBBIX MBIIII, TepeHeN 00IbIIeOepIoBOil MBI, KPOHOKHBIE MBIIIIIBI
BOBJICKAIOTCS JIMIIb Ha MO3HEN cTaguu. Pe3sko BeIpakeHHas pa3HULa B 00beMe TOJIeHe! 1
Oenep MoCIyXuja MOBOJOM /sl MeTaOPHUUECKOr0 CPAaBHEHUS HOT' OOJIBHBIX C HOTaMH aucTa
WK TiepeBepHyThIMU OyThlIKamMu. Ho nHOI/1a o/iK0KHAas! KJIeTYaTKa MACKUPYET MBIILICYHYIO
atpoduro.

AXmnoBbl pediiekcbl 0OBIYHO PE3KO CHHKEHBI MJTM OTCYTCTBYIOT Y BCeX OOJIBHBIX, TOTAA
KaK [POKCUMaJIbHbIE pe(IeKChl MOTYT JUINTENIbHOE BpeMs coXpaHsaThes. Hapymenus Bcex
BUJIOB UYBCTBUTEIBHOCTH OOBIYHO OBIBAIOT JIETKUMH M BBISBIISIOTCS JIUIIb B AUCTAIBHBIX
oTJenax.

Panbiie 1pyrux B mpoliecc BOBJIEKAIOTCS BUOPAIIMOHHAS U TaKTUJIbHAS
qyBCTBUTEIBHOCTb, B AaJIbHENIIIEM — CYCTaBHOE-MBIIIEYHOE YYBCTBO U OOseBast
qyBCTBUTEIBHOCTh. Y YacTH OOJIBHBIX CHUKEHHE UYBCTBUTEIBHOCTH IIPU OCMOTpPE HE
BBISBIISIETCSL.

B psne cinyuaeB oTMedaeTcs HOCTypalIbHBIA TPEMOP, HATOMUHAKOIINANA 3CCEHIIMATIBHBIN,
KOTOpPBI HHOT]a ObIBAaeT JOBOJIBHO IPYObIM.

VY GonpmMHCTBA (HO He y Beex!) OOJIBHBIX pa3BUBaeTCs JeOpMaLis CTOIMBI C
yBEJIMUYEHUEM €€ CBOJia (IoJ1ast CTOIa) U MOJIOTOYKOOOpa3HOM nedopmanueil naibles.

[IpumepHO y TpeTu OOJIBHBIX MOKHO MPONAIBIIMPOBATh YTOJIIEHHbIE HEPBHBIE CTBOJIBI,

B YaCTHOCTH — [MOBEPXHOCTHOT'O MaJIoOEPIIOBOTO U OOJIBIIOTO YITHOTO HEPBOB.
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MeneHHOe pa3BUTHE MBIIIEYHON CTa00CTH MPUBOAUT K TOMY, UTO OOJIbHbIE
MPUCTIOCAbIUBAIOTCA K CBOEMY JAe(PEKTY U, HECMOTPS Ha c1ab0CTh U MOXYAaHUE KUCTEH, MOT'YT
BBIMOJHATH Py4HYIO padoty. [laxke mpy MHOTOJIETHEM T€UEHUU OOBIYHO COXPAHSAETCS
CHOCOOHOCTh K CAMOCTOSITETIbHOMY TIEPEABIKEHHIO, XOTS Y OTAEIBHBIX MAIIIEHTOB, 0COOEHHO C
pPaHHUM HayaJloM 0OJIE3HH, MOXET Pa3BUBAThCS 3HAUUTEIBHO OoJiee rpyOblil u
pacnpoCcTpaHEHHBIN ABUTATEIbHBINA AEPEKT.

VY 3HaunTeNnpHOM YacTu OOJBHBIX 00JIE3Hb MPOTEKAET B CTEPTOI PopMe, IIPH OCMOTpE Y
HUX MOXET BBISIBIISITHCS, HAIPUMED, JIUIIb BHINAICHUE aXUIIOBBIX pedIekcoB U nedopmanus
CTOII.

[Ipu DHMI BbIsiBISIETCA CUMMETPUYHOE PABHOMEPHOE 3aMEJIJIEHUE CKOPOCTHU
MPOBEJICHNUS BO30YKIEHHUS [0 BCEM HCCIIEyeMbIM HEpBaM: KaK MpaBuUiio, HUxe 38 M/c (Ha
pykax B cpenneM 20 mM/C, Ha HOTax — oKoJo 16 m/c). Jlaske mpu MHOTOJICTHEM TCUECHUU OOBIYHO
COXpaHsieTcs CIIOCOOHOCTh K CAMOCTOSITEIbHOMY IIE€PEIBUKEHUIO.

Atunuunoit popmoit BIIIMT | Tuna sBnsercs Tak Ha3bIBaeMblii cuHAPOM Pycu—1IJleBu
(«nacnencTBeHHas apeeKTOpHAs AUCTA3US), IPH KOTOPOM KJIACCHUUYECKHE TPOSBICHUS
BIIIMT conpoB0kIar0TCs BEIPAKEHHBIM ITOCTYPaJIbHBIM JAPOKAHUEM, HAIIOMUHAKOLUM
ACCEHILIMAIBHBIA TPEMOP, a TAKKE MOCTYPATBbHON HEYCTOMYMBOCThIO. ME€XaHU3M pa3BUTHS
TPEMOpPA OCTAETCS HESCHBIM.

VY ornensubix nanueHToB ¢ BIIIMT | Tuna BeIsBIAIOTCSA ApYyrHe aTUIHYHBIE (POPMBI,
XapaKTepU3yIOIIMecs COUeTaHUEM MPU3HAKOB MOJIMHEBPONATUN C MTUPAMUIHBIMU 3HAKAMU,
HaJIMYUEM KpaMIlM U TUNEePTpoueii MBIIII TOJIEHH, a TAKXKE MPEUMYILIECTBEHHO CEHCOPHBIMU
HapyIICHUSAMH.

BIIMT Il Tuna (akconanbubiit BapuanT BIIIMT, unu HMCH Il Tuna) cocraBnser
6onee 20% cayuyaeB BILIMT. IlepBuuHO cTpanaroT akCOHBI, OTCYTCTBYET CHHKEHUE CKOPOCTH
MPOBEJICHUS BO30YK/I€HUS IO HEPBAM, a MaATOMOP(POJIOTUYECKH BBISABIISIOTCS MPU3HAKU
aKCOHAJIbHOM JlereHepali 1 BTOPUYHON JeMUEIUHU3AUHN 0€3 00pa30BaHMsl «JTyKOBUYHBIX
rojoBok». B 6onpmmucTBe cimyyaeB BILIIMT |l nepenaercst mo ayTocOMHO-JOMUHAHTHOMY THUITY,
pexke 10 ayTOCOMHO-PELIECCUBHOMY.

Knuanueckn ona HamomuHaet BILIIMTI tuma, HO uMEIOTCSI HEKOTOPBIE OTINYHSL:

— BIIMT II B cpennem mpossnsercs no3anee, yem BIIIMT I tuna (wacro Ha 2-m
JECATUIIETUH JKU3HN);

— BBIPAXKEHHOCTH ¢J1a00CTH M aTpO(UU MBI HIKHUX KOHEYHOCTEH MOXKET ObITh
BBIIIIE, TOT/Ia KaK cJIa00CTh COOCTBEHHBIX MBILII] KUCTEH OTHOCUTENILHO MEHEE BhIpaXKeHa,

— MCHCC BBIPAXKCHEI HAPYIICHUA YYBCTBUTCIIBHOCTH U IIPU3HAKU (N ()7 CTOIIbI;
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— XOTs AUCTAJIBHBIC CYXOKHUJIbHBIC pe(I)JIeKCBI CO BPEMCHCM BbINTAJIAI0T UK CHUKAKOTCA,
IMPOKCHUMAJIbHBIC JJIUTCIIbHOC BPEMA OCTAIOTCSA COXPaHHBIMHU,
— OTCYTCTBYCET YTOJIIMICHUC HCPBHBIX CTBOJIOB;

— HEepeAKO OTMEYACTCsI CHHAPOM OECITIOKOMHBIX HOT.

Bapuante! BILIMT |l ¢ ayrocoMHO-periecCHBHBIM HaceJOBaHUEM OTINYAIOTCS Ooee
pPaHHUM Ha4yaJIoM, ObICTPBIM MTPOTPECCUPOBAHUEM C BHIPAKEHHBIM BOBJICUEHHEM PYK U YaCThIM
BOBJICUEHUEM IIPOKCUMAJIbHON MYCKYJIaTypBbl.

HecmoTpst Ha yka3zaHHBIE KIIMHUYECKHE pa3nuuuns peabHo quddepenpponars BIIMT

Il u BIOMT | moxHO nums ¢ momomso DHMI.

BHIMT, cuensiennasi ¢ X-xpomocomoii (BIIIMT X), cocraBnsier mpumepro 10-15% ot
Bcex cirydaeB BIIIMT. B nmopasssttoniem 6onpiuucTBe cnydaeB BIIMT nacnenyercs o
JOMUHAHTHOMY Tully. OCHOBHBIE MposiBIIeHU Te ke, yTo ¥ 1pu BILIIMT | tuna. s BHIMT-X
XapakTepHO, YTO CUMIITOMBI 3a00JIeBaHMS (CJ1a00CTh M aTpO(Us MBIIII, BbIITaIcHUE PEPIICKCOB)
y JIUL MY»CKOTO T10JIa BBIPaKE€HbI B OOJIBIIEH CTENEHH, YeM Yy KEHIUH-TeTepo3uroT. O0 3Toi
dbopme creayeT Takke moaymMaTh B TeX ciiydasx, korjaa npusHaku BIIIMT ne nepenatorcs y
MY’KYMH B CEMbE U3 ITIOKOJICHUS B ITOKOJIEHUE. Y YaCTU NALlUEHTOB Pa3BUBAETCS

HEHUPOCEHCOPHAs TYTOYyXOCTb.

BIIMT IV Tuna xapakrepu3yercs JeMHUETNHU3UPYIOIIUM THIIOM MOPAXKEHUS U
ayTOCOMHO-PELIECCUBHBIM HACJIEIOBAaHUEM.

B HacTosiee BpeMst onucaHbl pa3InuyHble TEHETUYECKUE MYTAlUH IIPU KayKJIOM U3
yka3aHHbIX TUIIOB BIIIMT, KOTOpBIE MAJIO OTIANYAOTCSA KIIMHUYECKH. /{7151 BCeX HUX XapaKTepHBI
npaktuaecku 100% neHeTpaHTHOCTh, HO BapralesbHasi 3KCIPECCUBHOCTD MATOJIOTUYECKOTO
reHa. Y 3Ha4MTeNbHOM yacTu O0JIbHBIX 00JIE3HB MPOTEKAET B CTOJIb CTEPTON (hopMe, YTO OHU
HUKOT/Ia He 00paIaoTcs 3a MEAMIMHCKOM MoMoIbio. [Ipu ocMOTpe y HUX MOTYT BBISIBISTHCS,
HarpuMmep, JUIIb BINAJCHNE aXWIIOBBIX pediekcoB u qegopmanus crom. [Tostomy

HCCIIEI0BAHNE POJACTBEHHUKOB HEPEJKO UIPAET PEMIAIONIYIO posib B AuarHoctuke bIIMT.

Boae3ns Pedcyma (HMCH IV trma) — ayrocoMHO-periecCuBHOE 3a00JIeBaHUE,
cBs3aHHOE ¢ nedunurom puranon-KoA-runpokcunassl (hepMeHTa, CoepKanierocs B

MNEPOKCUCOMAX, TPECUMYIICCTBCHHO B IICUCHHU, ITOYKaX U T-J'II/IM(i)OI_II/ITaX) 1 HAKOIIJICHUEM
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¢dbuTaHOBOH KUCHAOTHL. OOBIYHO TIPOSBISETCS B IETCKOM HIIM IOHOIIIECKOM BO3pacTe U
XapaKTepU3yeTcs:

— IOUCTaJIbHONM CUMMETPUYHON JEMUEITUHUZUPYIOIIECH CEHCOMOTOPHOM
IIOJIMHEBPOIIATHEH;

— MO3KEUKOBOM aTaKCHEH;

— C IUTMEHTHOM JereHepalnen CeTYaTKy;

— KaTapakToMu;

— UXTHO30M;

— aHOCMHUCH;

— HEHUPOCEHCOPHOU TYTOyXOCThIO;

— KOCTHBIMHU JieopManusiMu (yKopodeHue 4 npeAritoCHOBOM KOCTH, CHUHIAKTUITHUS );

— CeplIeYHON HEeA0CTaTOYHOCTHIO.

XapakTepHO YTOJIIEHUE HEPBHBIX CTBOJIOB. Y 4acTU OOJIbHBIX Pa3BUBAIOTCS TOJIAs
CTOIIa, CKOJINO03, KapAMOMHOIIATHS, CaXapHbIN 1UadeT.

Teuenue — MeIJICHHO IPOrpeccUpylollee, HO MHOTIa HabmogaeTcs ObIcTpoe
yXyAmeHue wiv GIyKTyupyromniee TedeHre. BosaMoxHa BHE3aHas CMEPTh B Pe3yiIbTaTe
NOpaXKeHUsI cepaLa.

Boae3ns [le:xkepuna—Corra (HMCH Il Tuna), Bnepsrie onucannas Dejerine&Sottas B
1893 r. B HacTos11ee BpeMsl BbISIBJIEHA BbIPAKEHHAsI TEHETUYECKAst T€TEPOTr€HHOCTh 3TOTO
BapHaHTa HACJEACTBEHHBIX HEHponaTui. TUIIbI HACTEOBAHUS — ayTOCOMHO-IOMUHAHTHBIN 1
ayTOCOMHO-PELECCUBHBIN. JTO peakas aemuenunusupyromas popma HMCH, npossastomiasics
B PaHHEM JIETCKOM BO3PACTE U BBI3BIBAIONIAS TSKEIIBINA ABUTATEIbHBINA AE(EKT.

Manudecrarus npu3HaKoB B UHTEpBaJe OT EPUOAa HOBOPOXKIEHHOCTHU 10 7 JIET.

XapakTepHbIN CUMIITOM — 3aJIep>KKa TEMIIOB PAHHETO MOTOPHOTO Pa3BUTHUS.

3aboneBanue nposiBisieTcs: AU y3HON MBITIIEUHON €1ab0CThI0, 60JIee BRIPaKEHHOM B
JTUCTAIILHOM OTJele, TeHepaTn30BaHHOM apeduiekcueil. YacTo BHISBISIETCS YTOJIICHNE
nepudeprudeckux U YepernHbIX HEPBOB, MHOT/Ia aCHMMETpUYHOE. XapaKTepHo rpydoe
OTCTaBaHHE B MOTOPHOM pa3BUTHH. bolbHBIE HAUWHAIOT XOJUTH B Bo3pacte 1, 5—4 neT u Tak u
HE MOTYT HayYUThCS MPHITaTh WK Oerath. YacTo 0TMEYarOTCsl BEIPAKEHHBIC HAPYIIIEHUS
YyBCTBUTEIHLHOCTH, HHOT/A C PA3BUTHEM CEHCUTHUBHOMN aTakchu. Bo3MOXHBI MH03, CHIDKEHUE
pEaKIuu 3paukoB Ha CBET, ITO3, HUCTArM, JIETKas TYTOyXocCTh. boiabHBIE 00BIYHO HU3KOPOCIHI,
UMEIOT TPyObIe YepThI TUIA, MyXJIble TYObl. YacTo Habmoaa0Tcs KUPOCKOIN03 U AeopMaIius

cTor. 3a0o0JieBaHNE MPOTPECCUPYET OTHOCUTENBHO MEIJIEHHO, OJIHAKO K MOJIPOCTKOBOMY WJIH
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IOHOIIIECKOMY BO3PacTy MHOTHE OOJbHBIC TEPSIOT CIIOCOOHOCTh K CAMOCTOSITEILBHOMY

NEPCABUKCHUIO.

11.8. JluarnocTuka

CoBpemennblii tuarnoctuueckuii nartepHs HMCII Bkitouaer cienyromme
o0cenoBaHus:

— KIIMHUKO-CHH/POMOJIOTUYECKUI METOS;

— KIIMHUKO-TE€HEAIOTHIECKUI METOI;

— MOJIEKYJISIPHO-T€HETUYECKHI METOI;

— nabopaTopHbIe UCCIIeI0BAHUS:

a) paauoJIOTHYECKUE METO/IBI;

0) GyHKIMOHATBHBIE METOIBI.

— TUCTOJIOTHYECKHE UCCIIeI0OBAHUSI.

KianHuKo-CHHAPOMOJIOTHYECKHIT MeTO/ TUArHOCTUKH MIPEeIyCMaTPUBACT U3yUECHUE
aHaMHe3a ¥ OI[CHKH KIIMHIMYECKOTO COCTOSIHUS C IIOMOMIBIO aJalITUPOBAHHOMN H
Mo (pULIPOBaHHOM 1IKabl HeBponatuyeckux HapymeHuit NIS LL (1996): ouenka MpliieyHoON
cubl (0—4 6amna) (tabn. 11.4), cyxoxunbHbiX pedekcos (02 6amna) (Tabm. 11.5), ceHCOpHBIX
HapyleHUH (OLeHKa MMOBEPXHOCTHOM U BUOpaIiMoHHON yyBcTBUTENBbHOCTH (0—5 6aioB) (Tabdur.
11.6, 11.7), oObemMa aKTUBHBIX JBUKEHUHN B TOJIEHOCTOMHBIX cycTaBax (0—5 6aymoB) (Tadm.

11.8), dynkuu xoas0s1 (0—4 6anna) (tadm. 11.9).

Ta6auna 11.4. Onpenenenue cTeneHy MbIIIEYHOH crabocTu

[IpucBauBa O06beM ABUKEHUI Crenenb
eMBbIi Oasn napesa

0 6amoB HOpMa —

1 6ann AKTUBHOE JBM)KEHHE IPOTUB CHIIBI TSKECTH Jlerkuit

2 Gamna Cnaboe cokpalieHne MPOTUB CHITBI TSKECTH Cpennuit

3 Gamna 3,25 — aKTHBHOE JBW)KEHUE MTPH yCTPAHECHUH Tsoxenbrit

CHJIBI TSIKECTH,
3,5 — IBMWXKEHNSA ¢ MUHUMAJIbHBIM
COKpAIllEHUEM;

3,75 — cokpaleHue MBI 0e3 TBUKCHHSL.
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4 Gamna OTcyTCcTBUE NPU3HAKOB HAIIPSKEHUSI TPU [Tapannu

IIOIIBITKE IMTPOMU3BOJIBHOI'O HAITPSKCHUA

Ta6auma 11.5. OneHka CyXxOXWIbHBIX pedIeKCOB

PeduexTopHbIii oTBET [IpucBanBaembIil OGasmt
Hopma 0
CHixenue 1
OtcytcTBHE 2

Tabauna 11.6. Ouenka TakTUIBHOMN, 60J€BOM U TeMIIEpaTypHOH YyBCTBUTEIBLHOCTH
(o KaXA0My BHJly UyBCTBUTEIILHOCTH IIPUCBAUBAIOTCS OAJLIbI)
YpoBeHb, 10 KOTOPOTo bamibHas oueHka

YYBCTBUTCIIBHOCTb HAPYLICHA

Her napymennit 0 6annoB
OcHoBaHue MajblEB 1 Gamn
Cepenuna CTOIIBI 2 Gamna
JlogpnKKH 3 Gama
Cepenuna rojaeHu 4 Ganna
Koneno 5 bannos

Ta6auna 11.7. [Ikana BUOpaiMnoHHON YyBCTBUTEEHOCTH
ITopor >7 6— 0- 0- 0
BUOpAIMOHHOMN 5 4 4
YYBCTBUTEIHHOCTHU
Ha | nmansue, ¢
ITopor >8 >7 6— 0- 0-
BUOPALIMOHHOM 5) 4 4
YYBCTBUTEIHLHOCTHU
Ha JIOJBDKKE, C
bann 0 1 2 3 4
NB! [{ns xaxxoro Buia HapylIeHHUs YyBCTBUTEIbHOCTH BBICUNTHIBAECTCS CPEIHSA

BeNTMYMHA OAJIJIOB TI0 IBYM HOTaM (TipaBas + Jieas)/2
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Tadoauna 11.8. [lIkana oueHKH aMIUIUTYIbI IBUKEHHUM 110 METOAY HEHTpasibHOTrO 0-

IMPOXOAAIICTO IMOJIOKCHHNA

T'onenoc 60° >60— 20- 14— 7-1°
TOIHBIN CyCTaB <20° 15° 8°
Bamisl 0 1 2 3 4

Tabauna 11.9. [lIkana oneHku GyHKIUHA X060

0 [epensmxenue 6e3 orpaHUYCHUIA
0aJI0B

1 Jlerkoe orpannyeHne nepeiBH:KeHUs] — COXPAaHEHUE BO3MOKXHOCTH
oasn HepeBIKEHHS Ha OOJBIINE PAacCTOSHUS (HEOTpaHUYEHHBIE) TIPH

HC3HAYHUTCIBbHOM 3aMCAJICHUHN TCMIIa XO[[I)6I)I H JICTKOM U3MCHCHHH ITIOXOJKH, 0e3

BCIIOMOT'aTCJIbHBIX CPCACTB U HOCTOpOHHCfI oMo

2 YMepeHHoOe orpaHnyeHne nepeaBuskeHns (TIOHMKEHHAsI MOOMIIBHOCTD )

0ay1a — OrpaHUYCHUE PACCTOSIHUS nepeABKeHus (10 1,52 kM), MeUIeHHBII TeMIl

XO[[I)6BI, SBHOC U3MCHCHUCEC IIOXOOKH, H€06XO[[I/IMOCTB HOCTOpOHHeﬁ IIOMOIIH HJIN

IMPOCTBHIX BCIIOMOT'aTCIIbHBIX CPEACTB IMPU MOABEME, CITYCKE I10 JICCTHUIC

3 3HauyuTeIbHOE OIrpaHHYICHHUEC MEPEABUKCHUA — OI'PAaHUYCHUC

oaju1a pacCcTodHuA IICPCABUKCHUA 10 0,5 KM C HOCTOpOHHGfI MMOMOIIBIO ITPHU MOAICPIKKE

3a MOAMBIIIEYHbIE BIIaJUHB], U3MEHEHUE MOXOKH, PUTMa U TEMIIa XObObI;
MOJIBEM, CITYCK IO JIECTHUIIE HEBO3MOXKHBI
4 IMoanas yrpaTa nepeaBueHUs — OrpaHUYEHNE MOOMIBHOCTH

oaju1a MnpeaciiaMu KuJjibd, ICPECABUKCHUC HaA WHBAJIUIHON KOJISICKE

HOJ'IyquHBIG JaHHBIC BHOCATCA B Ta6J'II/IIIy IIKaJIbl HCBPOMMATHYCCKUX HapynleHI/II\/'I, IOCJIC

MaTeMaTquCKOﬁO6pa6OTKH OLICHUBACTCA CTCIICHL BBIPAXKCHHOCTU IMOJMHEBPOIIATUH (Ta6.]l.

11.10).

Tadauua 11.10. [IIkana HeBponaTUYECKUX HAPYIIEHUN

[IpaBa Jlera Cymmapnas

s CTOpOHA s CTOpOHa OautbHAas OIICHKa

MpzrimeyHas cuia
CyxoxunbHbIe pe]IIeKChI

TaxtrneHas, OoneBas,
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TeMIepaTypHas YyBCTBUTEIHLHOCTh

BubpannonHas 4yBCTBUTEILHOCTh
Ha | manpiie cTonbl

BubpanroHnHas 4yBCTBUTEIBHOCTh
Ha JTOJBIKKE

O0BeM IBUKEHUN B
TOJICHOCTOITHBIX CyCTaBax

OyHKIUSA X060

[TonydeHHbIe pe3ynbTaThl MO3BOJISIFOT OMPEIEIUTh CTAANIO KIMHUYECKUX MPOSIBICHUN
3aboneBanus (0,5-6, 0 6amI0B — MOJUHEBPONATHS JIETKOM CTETICHH, CTAIUsl HAYaIbHBIX
nposiBieHuit; 7—17,25 6anna — moJTuHEBPONaTHs CPETHEH CTETICHHU, CTaAHs Pa3BEePHYTHIX
KJIIMHUYECKUX TposiBieHui; 17,5-25,0 6aioB — MOJMHEBPONATHS TSHKEIION CTETCHH, CTaIus

JIEKOMITCHCAIIHH ).

Kiaunnko-reneanoruyeckuii MeTo/ 1mo3BoiisieT BEpUPHUIIMPOBATH HACIICICTBECHHBIH
XapakTep 3a00J1eBaHus, YCTAHOBUTD THIT HACIICAOBAHMSI, T€TEPO3UTOTHOE HOCHTEIBCTBO,
NEHETPAHTHOCTh MATOJOTMYECKOr0 I'eHa U MPOTHO3 I OyAyILero moToMCTBa.

B03MOXHBI CrIOpagiyecKue Cirydan, MPUUUHON KOTOPBIX MOXKET ObITh MyTalus denovo
(10-19% cnyuaes BILIMT 1A). OTcyTcTBHE MONTOKHUTEIBHOTO CEMEHHOTO aHaMHE3a HEPEIKO
ormeuaercs Takoke npu BIIIMT X u BILIMT 4.

Ha cerogusiramii nens JHK-nuarnoctuka ciyxut 3¢ (heKTUBHBIM METO/I0M

npopUIAKTUKU U OCHOBOM IS pa3pab0TKH maToreHeTuueckoro metoza jgeueHuss HMCILL

DOYHKIMOHAJbHbIE METOAbI

YIIOMSIHYTBIE METO/BI TUArHOCTUKHU U OLICHKU KIIMHUYECKOIO COCTOSIHUS HE TIO3BOJISIIOT
OIIPEIEIUTD CTEIIEHDb BEIPAKEHHOCTU MUEIIMHOIATUYECKOT0 M aKCOHOIIATUYECKOTO MOPaKEHUS
Ha pa3IMYHbIX CTaausAX natonoruyeckoro npouecca npu HMCII, uto, 6e3ycinoBHo,
OTpaHUYMBAET BO3MOKHOCTh PACO3HABaHUSI ITyOHMHBI TATOT€HETUYECKUX HApYIICHHH.

Benynmm MeTo10M JUarHOCTUKU MUEIMHO- U aKCOHONIATUYECKOTO IMTOPAKEHUSI HA
pasHBIX CTaAUAX 3a00JIeBaHU ABISETCS KIMHUYECKas dJekTpoHeiipomuorpagus (OHMI) u

nnuTenbHblid DHMI -MOHUTOpPUHT.
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HecMoTpst Ha MHOTOYUCIIEHHOCTH 3JIEKTPOMUOTPAYUIECKUX METOIUK
(comaToceHCOpHbIE BbI3BAHHBIE OTEHIMANBI, F-BosIHA, akcoH-peduieke, MHTep(epeHInOHHas
OMI', murarenbubiii peduiekce, H-peduiekc, cakpanbHbiil pediekc, IHKUTTep, puTMudeckas IMI)
UH(POPMATUBHBIMHU, YyBCTBUTEIIHBIMU U CTICHU(PHUYHBIMUA METOIMKAMHU B TUATHOCTUKE
MUEJINHO-, aKCOHOMATUH SABJISAIOTCSA CTUMYJSIIMOHHAs OMI ' uronpuaras OMI'.

CornacHo MeXIyHapOAHbBIM CTaHAApTaM 3JIEKTPOHEHpOMUorpaduyeckoi TMarHoCTUKU
MUEJIMHONIATUYECKasl HEBPOIIATHs, 110 JaHHBIM CTUMYJIILMOHHOW OMI', npossisercs
¢ GY3HBIM CHIDKEHUEM CKOPOCTEH MPOBEICHHSI UMITYJIbCa IO MOTOPHBIM M CEHCOPHBIM
BOJIOKHaM Ha 25% u 6osiee, M-OTBET 1 OTEHIIMAT CEHCOPHOTO OTBETa — 3a3yOpEHBI,
1e(pOpPMUPOBAHBI, «PACTAHYTHD».

Jannble urosnpuatoi OMI™ XapakTepu3yroTCs CIEIYIOIUMU IPU3HAKAMU:

— HapacranueMm cpeaneit ammutyasl [IJIE (1000-3500 mxB); nzydenst
3aKOHOMEPHOCTH yBenuueHus amiuntyasl [1JIE npu nenepBanmoHHbIX mpoLeccax u
KOHCTaTUPOBAHO, YTO YEM BBIPAXKEHHEE TSKECTh I1aTOJIOTMYECKOT0 MPOLIECCa, TEM BbILIE
nokazaresnu ammuTyasl [1/1E;

— yBenuuyeHueM cpenHen qnurenbHocTy [IJIE npenmyinecTBeHHO 3a c4eT HapacTaHus
daznoctu [1/IE (50% u Gonee), 9To 00yCIOBICHO, CKOPEe BCEro, THOSTBI0 MHUO(DHOPHILT
BCJIE/ICTBHE JCHEPBALIUU.

AKCOHONATHYECKas IOJUHEBPONIATHS COIVIACHO MEXTYHApOAHBIM CTaHIapTaM
AIEKTPOHEHUpPOMUOTpaDUUECKON JUATHOCTUKH TI0 JAHHBIM CTUMYJISIITHOHHOW DHMI
XapaKTepU3yeTcs CIASAYIOUMMU MPU3HAKaAMHU:

— CKOPOCTb IIPOBEJICHHS UMITYJIbCA CYIIECTBEHHO HE U3MEHSAETCS;

— OTMEYaeTCsl pe3Koe CHUKeHne aMIuInTy il M-oteeta Ha 30% u Gosnee;

— JUIMTENLHOCTE M-oTBeTa cHmkena Ha 30% u Oouee;

— (opMa HE U3MEHSIETCSI.

ITo nanubM uronbuatoit OMI" Ha ¢oHe neHepBannoHHbIX U3MeHenuit [1/1E (B Bune
YBEIUYEHUS ITUTEIbHOCTH, (azHocTH, aMuinTyasl [1JIE) peructpupyercs «O0ypHas»
CTIIOHTaHHAsl aKTUBHOCTH B BUJI€ MOTEHIIMAIOB (PUOPUIIISAIIMH U TIOJOKUTEIBHBIX OCTPHIX BOJIH.

Oco6ennoctu JHMI npu BIIMT 1. [Tpu DHMI y 601bHBIX C pa3IudHbIMU
reHeTndecknMy BapuanTamu BIIIMT | BeISIBISETCS CHUMMETPUYHOE CHHKEHHE CKOPOCTH
poBeIeHUs BO30YXKAEHHUs TI0 BCEM HCCIIeAyEeMbIM HEpBaM — Kak MpaBuiio, Hike 38 m/cex. B
CPEIHEM CKOPOCTb ITPOBEIEHUS IO JBUTATEIbHBIM BOJIOKHAM CPEIMHHOTO HEPBA OKA3bIBAETCS
qyTh BhIIIE 20 M/CEK, a Mo Majao0epIioBOMY HEpBY — OKOJI0 16 mM/cex. OTMeuaeTcst TakKe

CHHXXCHUEC aMIIIINTYAbI M-otBerTa.
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XapakTepHO, YTO 3aMe/IJICHUE TPOBEICHHUS BO30YKICHUS OKa3bIBACTCS PABHOMEPHBIM,
TO €CTh CKOPOCTb ITPOBEACHUS IPUMEPHO OJIMHAKOBO CHHMXKEHA 10 BCEU JUIMHE UCCIIEyEMOTO
HepBa (KaKk B MPOKCUMANIbHBIX, TaK U B AUCTAIbHBIX YUaCTKAaX), a TAKXKE MPU UCCIEIOBAHUN
pa3HbIX HEPBOB.

PaBHOMEpHOCTH HapyILIEHUS IPOBEICHUSI MOXKET HApYIIAThCs, €CJIN Y MTALUEHTA C
BIIMT | nononHuTensHO pa3BUBaeTCs KOMIIpecCUs HepBa (HalpuMep, ClIaBiIeHHe
Maj00epIIoOBOTO HEPBA B 00JIACTH TOJOBKHA MaJIOOEPIIOBON KOCTH).

CeHcopHbIe TOTEHIMAIIBI JEHCTBUS HE BBI3BIBAIOTCS WM UMEIOT HU3KYIO aMIUIMTYAY,
0COOEHHO IIPU UCCIIEJOBAaHUH HEPBOB HM)KHUX KOHEYHOCTEHN. 3aMeIJIEHUE CKOPOCTH
MIPOBE/ICHUS HAUMHAET BBIABIISITHCS YK€ B IIEPBbIE 1BA IO )KU3HU U 3HAUUTEIIbHO OIEPEkKAIOT
KIIMHUYECKHE MPOSIBIICHUS OOJIE3HU.

[leHeTpaHTHOCTH O IEKTPOPUIUOTOTHUECKIM NU3MEHEHHSIM BBIIIIE, YEM 10
KJIIMHUYECKHUM IPOSIBIICHUSM, UYTO J1a€T BO3MOKHOCTb OIIPEJENISATh HACIEICTBEHHBIN XapaKkTep
3aboneBanus, npoBoas DHMI™ ¢perHoTunuvecku 310pOBBIM POJACTBEHHUKAM IMallUEHTA.

Oco6ennoctu JHMI npu BIIMT I. SDHMI npu BIIMT |l BeIsiBIISIET TpU3HAKU
aKcoHaJIbHOH ceHcomoTopHoi noiauHeBponaTtuu. [Ipu BIIIMT |l orcyrecTByeT cymiecTBeHHOE
CHU)KEHHE CKOPOCTH MpoBeieHUs 10 HepBaM. CKOPOCTh Y OOJIbIIMHCTBA AIIUEHTOB OCTAETCS B
npezenax HOpMbl, HO MHOTIa MOKET U CHMXKaThCs, XOTS U He ommyckaeTcs Huke 38 m/cek. B To
K€ BpeMs aMIIuTy1a M-0TBeTa ¢ MBIIIL HUKHUX KOHEYHOCTEHW 3HAUUTENIbHO CHUKEHA, a
MHOT/Ia €T0 HE yJAeTCsl MOITY4YHTb.

[Ipu uccnenoBaHuyM NPOBEACHUS 10 CEHCOPHBIM BOJIOKHAM BBISIBIISIIOTCS PABHOMEPHOE
CHI)KEHHE aMIUIMTY/IbI WJIM OTCYTCTBHE ITOTEHIIMATIOB JEHCTBUS.

BbIsiBIIeHME TATOJIOTMH CEHCOPHBIX BOJIOKOH MO3BOJISIET HAZEKHO AU PepeHInpoBaTh
BIIIMT Il ot ciuHanbHbIX aMuoTpodui, ¢ HeKoTopbIMU U3 KOoTOopbIX BILIMT Il knunnyecku
cxoxa. Tem He Mmenee 1o JaHHsIM DOHMI" BUIMT |l tpynno otimnuute ot BIIMT X u BIIMT 4.
[Ipu uronpyaroit DMI" BBIABIAIOT NPU3HAKU JIEHEPBALMU U PEMHHEPBALIMU MBIIIL] C
MOBBIIIEHHEM aMIUIUTYAbI U JuiuTenbHocTd [1/I/IE. B nuctanbHbIX MBIIIIIAX MOTYT BBISBIATHCS
nonvda3Hple MTOTEHIIHANBI U TOTSHIIUAIBI (PUOPUILISIIUA.

VY otnenbubix manueHToB BILIMT Il ckopocTs mpoBeeHus BO30YKIEHUS CYIIIECTBEHHO
CHIDKaeTCs1, mHoTa 10 25 M/cek. Tem He MeHee, MPaBHIIbHBINA JUATHO3 B MOJJOOHBIX CITyJasiX
MOYET OBITh MIOCTABIIEH MPH AMEKTPO(YU3NOIOTHIECKOM 00CIeIOBAHUN POICTBEHHUKOB
MalreHTa.

Oco6ennoctu JHMI npu 60s1e3uu dexepuna — Cotra. [Ipu DHMI xapakrepHo

pPE3K0e paBHOMEPHOE CHIKEHUE CKOPOCTH MTPOBEICHHUS TI0 IBUTATEIHHBIM BoJIOKHAM 710 10% ot
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HIDKHEH TpaHuIbl HOPMBI (Kak mpaBuiio, Hwke 10 m/cex). JlucranpHas TaTeHLUs yBEIUYeHa B 6—
7 pa3. [Ipu cTUMyIsAMKM IPOKCUMAJIBHOTO yJacTKa HEpBa BO3MOKHA BpEMEHHas AUCIIEpCus,
OJIHAKO OHA COIIPOBOXKJAETCS PE3KUM CHIDKEHUEM aMILTUTYAbl M-oTBeTa. CeHCOpHBIE OTBETHI

HE PErUCTPUPYIOTCS.

I'ucrosornvyeckoe uccjaeg0BaHue

I'mcrosiornyeckoe ucciaenosanue npu BIIMT 1. [Tpu uccnenoBanuu 6uonrara
KOXXHOT'O HepBa BBIABIIAKOT HpI/ISHaKI/I JCMUCIIMHU3AIIUN U peMI/IeJII/IHI/BaLII/II/I C 06pa303aHHeM
((JIYKOBI/I‘IHI)IX TOJIOBOK)» (SOHLI KOHIIGHTpI/IquKOI‘O CKOIIJICHHUA IIBAHHOBCKUX KJICTOK U UX
OTPOCTKOB BOprr MI/ICJII/IHI/BI/IpOBaHHBIX N HGMI/ICJH/IHI/BHPOB&HHBIX aKCOHOB), YMGHLHIGHI/IG
KOJINYECTBA TOJICTHIX MUCIMHU3UPOBAHHBIX BOJIOKOH, B MEHBIIIEH CTEIIEHN — TOHKHX
MUEJIMHU3UPOBAHHBIX BOJIOKOH.

I'ucrosornyeckoe ucciaenopanue npu BIIMT II. [Tatomopdonorndecku npu
HUCCICOOBAHUN 6I/IOHTaTa HepBa BBIABIISIFOT YMGHI)IHGHI/IG quciia KPYHHI)IX MI/IGJII/IHI/I3I/Ip0BaHHI)IX
BOJIOKOH, aKCOHaJIbHas aTpousi, OTCYTCTBHE MPU3HAKOB JeMHUEINHU3AINH. YUCICHHOCTh
TOHKUX MUEJMHU3UPOBAHHBIX BOJIOKOH OCTAETCS B IIpeJieaX HOPMbI U J1a’K€ OKa3bIBACTCS
MOBBIIIIEHHON (OCOOCHHO B MPOKCUMAIIBHBIX CErMEHTaX HEPBOB), YTO MOKHO OOBSICHUTH
pereHeparieil akcoHoB. «JIyKOBUYHBIE TOJIOBKH» B OOJIBIIMHCTBE CIIy4aeB OTCYTCTBYIOT, HO
WHOT]a HEOOIIBIIINE «TYKOBUYHBIE TOJIOBKIY BCE K€ OMPEAEIAIOTCA, TaK e KaK U MPU3HAKH
pEMOIETMPOBaHUSI MUETTHA.

I'mcrosiornyeckoe ucciaenosanue npu 6ose3nu de:xxkepuna—Corra. Peskoe
YMeHI)HICHI/IC quciia prrIHI)IX MI/IGJ’II/IHI/I?;I/IpOBaHHI)IX BOJIOKOH, HCTOHYCHHC MI/IGJ'II/IHOBOI\/'I

O6OJ'IOLIKI/I, aKCOHaJIbHasa anOCI)I/ISI. ((HYKOBI/I‘{HLIC TOJIOBKW» BBIABJIAKOTCA PEIKO.

11.9. AuddepeHnuajbHbIi 1MATHO3

JuddepeHunanbHblif JUarHo3 TPoBOJIAT ¢ TPUOOPETEHHBIMH MOJIMHEBPONATUSIMH,
IIPEXKJIE BCETO C XPOHUYECKOUW BOCIIAIUTEIBLHON IEMUEIIMHU3UPYEIOLIEH ITOJTMHEBPOIIATUEN
(XBUIII), yuntsiBas ee KypabenbHocTh. O0a 3a007€BaHus MOTYT Je0I0TUPOBATh
MIPEUMYILECTBEHHO MOTOPHOM ITOJIMHEBPOIIATHEN U B JATbHEHIIIEM UMETh XPOHUYECKOE
tedenue, Ho npu XB/IIT 006b14HO G0iee BHICOKHI TeMIT TPOrPEeCCUPOBaHUs, HEPABHOMEPHOE
Te4YeHHUe, MeHee XapakTepHa (XOTs U BO3MoXKHa!) edopmanus CTOI, MBIIIEYHbIE THITIOTPOPHH,

BO3HHUKAOMUE MTPHU AJTUTCIIBHOM TCUCHUU 60H€3HI/I, HE UMCHOT CTOJIb I/I36I/IpaTeHBHOFO
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xapakrtepa, apedieKcus paHo MpuoOpeTaeT TOTalbHBIN XapakTep. bonee xapakTepHsl s
XBII mapecte3un v Apyrue NO3UTUBHBIE CEHCOPHbIC HAPYIICHUS.

[Tpu DHMI B cnyuae XB/III BBISBISIOT MHOXXECTBEHHBIC OJIOKH MMPOBEJACHUS 1
BpeMeHHas qucnepcers M-oTBera. B TpyIHBIX ciiydasx WHOTA MPUOETatT K OMOICHT
CypaJIbHOTO HepBa, KoTopas B ciiydae XB/II1 BeisiBisier cy0- U 3HIOHEBPATBHBINA OTEK,
auMdOUTApHYIO MHOUITBTPAITHIO.

[Ipu nuddepennmanbHON TMarHOCTHUKE CIEAYET TaK)KE UMETh B BUJY, UTO aTpodus U
C1ab0CTh MEePOHEATHHBIX MBIIIII BO3MOXKHBI TIPU CTUHOLIEPEOCIUIIPHBIX aTaKCHSIX,
mucTpodudeckoid MUOTOHUHU. CXOHASI KApTHHA BO3MOXKHA TAKXKE MPHU TUCTAITBHON opme
CHUHAIBHON aMHOTPO(UHU U IUCTANIBHON MBIIIEUHOM TUCTPOdUH, TPU KOTOPBIX, OJJHAKO HET
HapYIICHUS YyBCTBUTEIBbHOCTH, OTCYTCTBYIOT THCTOJIOTMUECKHE U3MEHEHUS B HEPBAX, a
kaptuHa DHMI kauecTBeHHO MHAasL.

AMUOTPODUH B CHUKCHHE CUJIBI B AUCTAIBHBIX MBITIIIAX BO3MOXKHBI TAKKE TIPH

CUPUHI'OMHCIINU U 0osie3Hu MOTOPHBIX HeﬁpOHOB.

11.10. Tepanus

Crnenuduueckoii Tepanuu BILIMT ne paspabotano. JlozuposanHnas JIOK ¢
YIPaXHEHUSMH HA YKPEIUICHUE U PaCTSDKEHNE MBIIIL, MAacCaX, IOMOTaloT JJIUTEIBHO
COXpaHSTh MOABMXKHOCTh B CYCTaBaX U CIIOCOOHOCTH K MepeABMKeHNI0. Bmecte ¢ Tem, pu
3aHATHUAX JICUSOHON TMMHACTUKON BaXKHO M30€raTh N30BITOYHON HATPY3KH, MPOBOIUPYIOIICH
MbILIEYHBbIE 00JIM M YCUIICHHE CIa00CTH KOHEUHOCTEH, 6J1ar0TBOPHOE BIMSHUE OKA3bIBAIOT
a’po0HbIe YIPaXHEHUs (HallpUMep, 3aHATHs X0b001 U TIaBaHUEM).

Bonbiioe 3HaueHNEe UMEIOT XOpoIllas TUTHEHa CTOI U NMpaBUiIbHas MpoQeccruoHalbHas
OpUEHTAIM, YUUTHIBAIOLIAsi BO3SMOYKHOCTb Pa3BUTHUS B OyAYIIEM HAPYIIEHUSI TOHKUX JABM>KEHUN
KHCTH.

B psine cimyyaeB i nojaep kaHus MOABMKHOCTH 11€7€CO00pa3Hbl OPTONIEANYECKHE
MEpOTNPHUATHS, B YACTHOCTH, HOLIIEHHWE OPTONEIUUYECKON 00YBH UM ONIEpaTHBHOE
BMENIATEIbCTBO (HAIPUMEP, ApTPOE3 TOJIEHOCTOITHBIX CYCTAaBOB).

BonbHbIM crienyer nzberats nmpremMa ajakorois U Apyrux MOTEeHIHAIbHO
HEHPOTOKCHUUECKUX BEIIECTB (BUHKPUCTHH, TUTHIA, METPOHHU1a30J1, HUTPO(dypaHbl, PEeHUTOUH.
xsopambpennkon). [lporuBonokazan Hapko3 ¢ Tuonentanom (!). HyxxHo npuaepxuBaThCs

IIOJTHOLICHHOH cOalaHCUPOBAHHOW JAUETHI.
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B Tex cimyuasix, Korja oTMe4yaeTcsi yCKOpeHUe pa3BUTHS 3a00IeBaHUS C OBICTPBHIM
HapacTaHueM cIab0CTH, MOSBICHUEM aCHMMETPHH CUMIITOMOB, IAPECTE3HI U IPYTUX
MO3UTHUBHBIX CCHCOPHBIX CUMITTOMOB, II€JIECO00pa3Ha UMMYHOTPOITHAS TEPaITUs
(KOPTUKOCTEPOUIBI M/ B/B UMMYHOTJIOOYJIMH WM 1iazMadepes).

Nmerotcs sKkcriepruMeHTaIbHbIC JAHHBIE O TTOJIOKUTETFHOM BIUSHUH BBICOKUX JI03
ackopouHoBo# kuciotel npu BIIMT | Tumna.

D¢ hekTHBHOCT, BATAMUHOB, TIPENapaTOB KpeaTnHa, KodH3uMa Q u 1pyrux

HEelpOMeTaboINYeCKUX CPECTB HE JIOKa3aHa.

Boae3nb Pedgcyma. Haznauaror auery ¢ orpanudenueM (urosa, Xxaopoduiia,
(¢buTaHOBOH KHUCIIOTHI (TOpoxa, coun, 0000B, (hacosu, MIIEHUYHBIX U3CIIUH, prca) MPUBOIUT K
YIIY4IIEHUIO COCTOSIHUS, YTO MOATBEPIKIAETCSl YBEIMUEHUEM CKOPOCTH MPOBEACHUS 110 HEPBaM
1 yMeHbuieHuto yposHs 0enka B LICXK. Ilpu pe3ko BbIpa)k€HHOM IMOBBIILIEHUN COJEPKaHUS
¢buTaHOBOM KMCIOTHI ITOKa3aH IiazmMadepes.

B onpenenennu TakTUKU JeUeHUsT HEBPAJIbHBIX aMHOTpoduii momoraror JHMI -nannsle,
MO3BOJIAIOIINE YCTAHOBUTH PEUMYILECTBEHHBIN TUI OPa’KEHUSI HEPBHOI'O BOJIOKHA
(aKkCOHaJIbHBIN, JEMUETUHU3UPYIOLINI, CMEIIaHHbIN ).

[Tpu oOHapykeHNH MUEINHONATHH L[eI1eco00pa3HO Ha3HAYeHHEe METab0INYEeCKOro,
AQHTHUOKCHJIAHTHOTO JIEHCTBUS: BUTAMHUHBI ITPYIIIBI B 1 HOOTpONHbIE Npenaparsl.

[Ipemnaraercs cinenyromas cxeMa Tepanuu: MUjIbramma (BXOsIIUi B COCTaB JaHHOTO
npenaparta 6eHPOTHAMUH yBEIMYUBAET OMOIOCTYITHOCTh B TKaHU, MUPUJOKCHH YCUIIMBAET
pereHepaTUBHBIE MTPOLIECCH] B HEPBHOM TKaHM) (JO3UPOBKU: JeTaM ¢ 5 nieT 1o 8 net nmo 0,5—1 mn
B/M Ne 10 uepe3s nenb, ¢ 8 1o 15 ner no 1-2 mu B/M Ne 10 uepes neHb ¢ AadbHEHIIMM IEPEX0a0M
HanepopaabHbI pueM 1o 1 apaxe 2—3 pasa B ieHb); Hykieo IM® ¢opre, nposBisiromuii
Tpouueckue cBoicTBa 3a cueT odbecrneueHus: GocPaTHbIX TPy, HEOOXOIUMBIX AJIs
dbopmMHpoBaHUs COUHTOMUENNHA U IIuepodochaTa — OCHOBHBIX KOMIIOHEHTOB MUEITMHOBOM
000J104YKH (103UPOBKU: JIeTsM OT | roga 1o 3 ner o 1/4 mn B/M 1 pa3 B genpb Ne 6, ot 3 g0 7 ner
1/2—1 mn B/M 1 pa3 B neHb Ne 6, crapiie 7 jet o 2 M 1 pa3 B ienb Ne 6 ¢ nanbHEHIIM
MEPEX0JI0M Ha MEPOPATIbHBIN MPHEM B BHJIE KaIICyJI IO BO3PACTHBIM JO3UPOBKaM), B
MPOMEXKYTKaX MEXIy puemMamu Ha3HauaeM cemakc 0,1%, Op3iH KOMIUIEKC, THOIIETaM.

[Tpu akcononarnueckom tune HMCH Ha3zHauanacek Tepamnust HeHpoTpohuyecKoro,
AHTHUXOJIMHACTepa3Horo aAekcTBus: HepomuanH 0,5% pactBop (0,1 M1 Ha roj )KU3HU pebeHka
B/M Ne 10 ¢ nanpHEHIIIMM MIEpPEeX0A0M Ha MepOopaIbHbIN MprueM TabiaeTok mo 20 Mr B CIEIYIOMNUX

nosupoBkax: 1-5 mer — 5-10 mr 2 pasa B nenp, 5—12 netr — no 10 mr 2-3 pasa B cyTku — 3
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MeC.), LIEPaKCOH (pacTBOp AJis IpreMa BHYTpb) 1 Mec. — 3 roga no 1 mu 2 pasa B 1eHsp, 35 jer
— 1 m1 3 paza B geHb, 5—8 et — no 2 mi 3 pasa B eHb. Kypc —2 mecsna. C 12 net —
pacTtBop nepakcona 1mo 500 mr B/m Ne 10 ¢ manpHEHIITUM TIEPEX00M Ha MTEPOPATbHBIN TTPHUEM.
[Tpu coyeranHOM (MuenuHoakcoHomnatnueckom) Turne HMCH nHaznavanack KoMOWHAIMA
[IPENapaToB, OTINYAIOIIMXCS MEXaHU3MOM JIEUCTBUS (HanpuMep: MUJIbraMMa + HEHPOMUIH;

LEPAKCOH + MUJIbraMMa; KOPTEKCHH +HEUPOMHUJIUH).
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