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CnucoKk HaubGonee ynompebumenbHbIX COKpawWeHui

AJl — apTepuanbHOe 1aBleHUE

BAIII — BusyanbHast aHajioroBasi lkasia

BHC — BeretaTuBHasi HepBHas cUCTeMa

BO3 — BceMupHas opraHusanus 31paBoOXpaHeHuUs
BAC — 60KoBoOIt aMuOTpODUUECKUIT CKIIEPO3

B/B — BHYTPMBEHHO, BHYTPUBEHHBII

MBJI — uckyccTBeHHasi BEHTWISILIUS JIETKUX

K®K — kpeatnHbochoknHaza

JI®OK — neuebHast GU3KyIBETYpa

MP — MarHuTHO-pPE30HAHCHBIN

MPT — MarHUTHO-pe30HaHCHast ToMmorpadus

HK — HemocTaTOUYHOCTh KPOBOOOpAIEHUST

HM3 — HepBHO-MbILIIEYHOE 3200I€BaHUE

HIIBIT — HecTepouaHbIE TPOTUBOBOCHAIUTEIbHBIE MPE-
naparbl

OWUT — otneneHue MHTEHCUBHOM Teparuu

IIJE — noTeH1MaNbl ABUTATEIbHBIX SAMHUL]

I1/K — IMOAKOXHO, MOIKOXHBII

IIM/I — mporpeccupytoiiast MblleYHast AUCTPOGUs
ITHC — nepudepuyeckas HepBHas cucTeMa

ITHP — monumepasHasi LemHas peakiius

CKT — cnupasibHast KOMIbIOTEpHAasi TOMOrpadusi
CPB — ckopocTb pacrpocTpaHeHus1 BO30YKAeHUs
V3U — ynbTpa3ByKoBOE UCCIeI0OBaHUE

IIHC — ueHTpaibHas HepBHasl cCUCTEMaA

OMI — anexkrpoMmuorpadus

OHMI — anexkrpoHeiipomuorpadust
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HepBHo-MbiweyHbie BOJIE3HH

Pe3ynbmambl NpUMEHeHus
MpaHCKpaHUanbHoll MarHUMHol cmuMynayuu
Y NAYUEHMoB ¢ XPOHUYECKUM anKoronu3Mom

M. K. Unnapnonosa, B.A. Kysemuna
DI'BY «DedepanvHblii ueHmp mpasmamono2uu, Opmoneouu
u 3Hdonpome3suposanus» Munsopasa Poccuu, Yebokcapul

Tlpy XpOHMYECKOM aJIKOTOJIU3ME JBUTaTe/IbHbIE PACCTPOMCTBA
BCTpEYaloTCs A0BOJIbHO 4YacTo. HeBposiormueckyio CUMIITOMATUKY
3a CYET JJIUTEJIbBHOTO TOKCUYECKOTO BJIMSIHUSI 3TaHOJa, POIYKTOB €ro
MeTtabosm3ma, nedulTa BATAMUHOB IPYIIbl B YCJIOBHO MOXHO pasrpa-
HUYUTb Ha TopaxeHue nepudepruyeckoil U LEHTPaJIbHOW HEPBHOM
cucteMbl. B XpoHUUeCKo#, 1Mo3/iHei cTaauu 3a001eBaHusl ST CUMITTOMBbI
ObIBalOT OoJiee TPyOO BHIPAKEHHBIMU U CTOMKUMMU.

CraHgapTHO Mpu 00CIeI0BaHUU MALIMEHTOB C XPOHUUYECKUM aJIKO-
TOJM3MOM TIPOBOAMUTCS CTUMYJISILMOHHAS 3JeKTpoHeiipomuorpadus
(DHMT) mist imarHoCTUKM MopaxkeHui nepudepuieckrx HepBOB, Yalle
HUXHUX KOHEYHOCTEM, BBISIBISIOT aKCOHAJIbHO-IEMUEIMHU3UPYIOLLIEE
MopakeH!e CEHCOPHbBIX 1 MOTOPHBIX BOJIOKOH IepudepuyecKnux HEPBOB.
CrumynsumonHag DHMI He Bcernga no3BoisieT 0ObSICHUTD ABUTATENb-
HbI€ HApYLLIEHM 3a CYET Mape3a HUKHUX KOHEYHOCTei (CTOIT).

JIOMOJIHUTEIbHYIO BO3MOXHOCTb OLIEHUTb COCTOSIHUE IBUTATEb-
HOM CUCTEMBI IIPEOCTABIISIET MPUMEHEHUE MATHUTHON CTUMYJISILIMU.
TpanckpanuanbHast marHuTHast ctumyisiuus (TKMC) npencrasisier
co00if HEMHBA3UBHBIN METOM, KOTOPBII JaeT BO3MOXHOCTb BbI3BATh
B HEHpOHAxX TOJOBHOrO MO3ra JAernojisipu3aluio WJIM TUIepIo-
nspusaumio. TKMC ocHoBaHa Ha TPUMEHEHUU MPUHILIUIIA 2JIEKTPO-
MarHMTHOM MHAYKUMM B LEJISX CO3JAHUsSI CIa0BIX 3JEKTPUUECKUX
TOKOB IMOCPEICTBOM MCIOJIb30BAHUS OBICTPO MEHSIOLIMXCS MAarHUT-
HBIX TOJIEH, YTO TO3BOJISIET BBI3BATh OINPEAEIEHHYIO aKTUBHOCTb
B KOHKPETHbIX YyacTsx rosiopHoro mosra. TKMC no3BoJisieT uccieno-
BaThb 39 (GEPeHTHYIO MPOBOAUMOCTb OT KOPbI K MBbIILIIIAM, UHHEPBUPY-
€MbIM TePMUHAJbHBIMU BETOUKAMMU Tepudepruieckrx HEpBOB, B 4acT-
HocTu OosbliedepuioBoro. [Tpu TKMC mnpoucxoaut Bo30yXaeHuUE
KOPKOBOT'O MOTOHEPOHA, HUCXOXIEHUE UMITYJIbCA 110 MUPAMUIHbBIM
BOJIOKHAM TPUBOJIUT K BO30YXAEHUIO CETMEHTAPHOIO arlrnapara u co-
KpalleHUIO0 MbILLIIL-MULIEHEH.

ClietyeT OTMETUTD, YTO XapakKTep HapylLIeHUs MPOLIECCOB MPOBeIe-
HUS BO3OYXXIEHMS 110 LEHTPAJIbHBIM CTPYKTYPaM CIIMHHOTO U TOJIOBHOTO
MoO3ra He SIBJsieTcsl creuu(pUUYHBIM — TMOJO0OHbIE U3MEHEHUS UMEIOT
MECTO IPU pa3InYHbIX (hopMax MaToJOTUu.

B rpynny o0ciienoBaHHbBIX BOLUIM MalMEHTbl, HaNpaBJieHHbIE
C IMarHo3aMu 3K30r€HHOM MHTOKCUKALMU, MTOJTUHEUPOTIAaTUU HUXKHUX
KOHEUYHOCTEM, C JUIMTEJbHBIM TEPUOIOM YIOTPEOJEHUS] aJKOTOJIs
B aHaMHe3e. [TalMeHTsl MPUXOAUIN B CONTPOBOXIAECHUN POJICTBEHHUKOB
B CBSI3U C TPYOBIMM MPOSIBICHUSMU aJKOTrOJbHON 3HUEdasonatuu,
BbIPaXKEHHBIMU JIBUTATeJIbHBIMU HapyleHussMU. [lalieHTaM cranaapT-
HO TIpoBoaMJIach cTUMyJsimoHHass OHMI  wmano6epoBbIX
U 00J1b11IEOEPLIOBBIX HEPBOB C 00EMX CTOPOH C ONpeNeIeHUEM MOTOP-
HBIX OTBETOB M CKOPOCTM pacrnpoctpaHeHust Bo3OyxneHuss (CPB)
10 MOTOPHBIM BOJIOKHAM, OorpejiejieHue noreHuunana neiicrsusi u CPB
0 CEHCOPHBIM HepBaM (MIyOOKMIA MayoOepLIOBbI U MKPOHOXHBIM
HepBbl). Takke MPOBOAWIM 3alUCh BbI3BAHHBIX MOTOPHBIX OTBETOB
(BMO) ¢ m. abductor hallucis Ha cTUMYJISIUUIO KOPKOBBIX CTPYKTYpP
W CTUMYJISILIMIO Ha cerMeHTapHOM ypoBHe (L4—L5). OueHuBanu am-

TUIMTYY M JJaTeHTHOCTh 3TUX BMO, 110 pa3HOCTH JIATEHTHOCTEM BbIUM-
CJISIA BpeMs IEHTPaJIbHOTO MOTOpHOTO npoBeseHus (BLIMIT) — Bpe-
M MPOBEIEHUSI UMITyJIbCa Ha YYyacTKe OT KOPKOBOIO MOTOHeHpoHa
1o cermeHtapHoro ypoBHs (L4—L5). BLIMII xapakTtepu3syeTcsi Hau-
Oouiblelt MH(GOPMATUBHOCTBIO CPEIM OOHAPYXXKMBAEMbIX U3MEHEHUI.
IMpu uccnenoBanuu Maliil Hor HapyuieHue BLIMIT BcTpeuaercs He-
CKOJIBKO Yallle, YeM MpHu MCCIeIOBAaHUU OTBETOB C PYK, BEpOsITHEE,
3a cyeT 0oJIblleit aHATOMUYECKON MPOTSXKEHHOCTU KOPTUKOCTIMHAIb-
HOTO IyTH JIJIsl HOT.

OO0cieioBaHKe TPOBOAMIIM Ha 3JIeKTpOHelpoMuorpade ¢ MarHuT-
HbIM cTUMYJIsiTOopoM «Heiipo-MBIT» mpoussoactea OO0 «Heitpocod».
Bcero 66110 06cenoBaHo 26 AlMEHTOB (M3 HUX 23 MyXXYMHbI). Bospact
00JIbHBIX Koslebasics B fuanasone 34—53 roga.

W3 aT0it rpynnbl y 22 MauveHTOB BhISIBIEHbBI IPYyOble U YMEPEH-
Hble aKCOHAJIbHbIE, AKCOHAJIbHO-IEMUEINHU3UPYIOLIe Helipona-
TUU MaJIOOEPIIOBBIX U 00JIbLIEOEPLIOBBIX HEPBOB C 00EUX CTOPOH.
Y 4 nauunenToB amrutyasl BMO, CPB o MOTOpHBIM BOJIOKHAM
MPpU CTUMYJISILUU MaJloOEepLOBbIX U 00JIbLIEOEPLOBBIX HEPBOB Obl-
JM B mipenesax HopMmbl. Hanuuue ceHCOpHOU mNojuMHeiponatuu
(OTCYTCTBUE OTBETOB MPU CTUMYJISILIMK TJIyOOKOTO MajioObepLoBOro
U MKPOHOXHOTO HEPBOB) HE OOBSICHSIO HAIMYMS BBIPAXKEHHBIX
NBUTATEJIbHBIX HAPYIICHUH Y TaHHBIX TallMeHTOB. [1py poBeneHU N
TKMC, tectupoBanusi ¢ m. abductor hallucis HaGa101aJ10Ch YBEIU-
yenue BLIMII Gonee 23 mMc (MakCMMajllbHOE 3aperucTupoBaHoOe
3HaueHue BILIMII coctaBmio 26 Mc) npu Hopme 16,0—18,0 mc
(cornacHo pexomennauusim C.C. Hukutuna, A.JI. KypeHkosa.
MarHuTHasg CTUMYJISIUMS B OMArHOCTUKE M JIEYEHUM OOJIe3HEei
HepBHOMU cuctemsl). Yeennuenue BLIMIT noareepxaano 3amenie-
HUE MMPOBEACHMS M0 KOPTUKOCTIMHAIBHOMY MYTH Y TaHHBIX TALM-
€HTOB.

TakuM 00pa3oM, YUUTBIBAs, YTO [UISI AJIKOTOJIbHOM OOJIE3HU Xapak-
TepeH MOJMMOP(dU3M MOpaeHUs! LEHTPAIbHON U nepudepudeckoi
HEpBHOM CHUCTEMBbI, cUMTaeM liejecoodpasHbeiM mposeaeHrne TKMC
IUTSL BBISIBIICHUST HApyLIEHU MPOBENEHUs 10 KOPTUKOCTTMHATBHOMY
MyTU Hapsiy € MPOBEJACHUEM CTaHIAPTHON CTUMYJISLIMOHHO DHMT
nepudepruIecKuX HePBOB HIDKHUX KOHEYHOCTEH.

JlokanbHas uwemus HepBa B OUeHKe
HeBpanbHOiU MOMOPHOI hpoBoAUMOCMU
y Aemeii B HOpMe U Npu BocnanumesnbHoil
nojauxHesponamuu

A.B. Knuvkun, B.B. Boiitenkos, H. B. Ckpumyenko
DI'BY «Hayuno-uccredosamenvckutl uncmumym 0emcKux UHQeKyuin»
DMPBA Poccuu, Canxm-Illemepbype

HeBpasibHasi mpoBOAMMOCTS 110 NepuceprudeckuM HepBaMm Mpu Typ-
HUKETHOI Mpo0de, 3akitoyarolleiics B KpaTKOBPEMEHHOM JIOKaIbHOM
WIIEMUNA KOHEUHOCTH, SIBJISIETCS Ba’KHBIM TTOKa3aTesaeM, OTpaXarouuMm
WHIMBUIYATIbHYIO PEAKTUBHOCTb OpPraHM3Ma B LIEJIOM U nepudepuyde-
CKOIi HEpBHOI CUCTEMBbI B YaCTHOCTH. KormuecTBo paboT, MOCBSIIEHHbBIX
M3YyYEHUIO 3TOrO MapaMeTpa, OrpaHUYEHO; MPU AEMUETUHUZUPYIOLLINX
MOJMHEBPONATHUAIX Y AETEI OH HE U3yJaJics.

Ienp ucciaenoBaHuss — U3y4YUTh HAEXKHOCTb, UH(OOPMATUBHOCTD
W IMarHOCTUYECKYIO 3HAUMMOCTb UCCIIE0BAHUS HEBPAJIBHOM MPOBOAM-
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MOCTH TPU JIOKATbHON MILIEeMUU TIeprdEepUIecKoro HepBa Ha Mperieube
y ieTeil B HOPME U TIPU BOCTIAJIMTEIbHOM MOJIMHEBPOIIATUH.

Marepuaisl u MeToabl. [TposeneHo DHMI-ucciaenosanue ¢ oueH-
Koit ckopocTH nposeaeHus umnyJibca (CITHU) mo MOTOpHBIM BOJIOKHAM
JIOKTEBOTO HepBa y 25 3M0poBbIX aeTeii (1-s rpyrmma) B Bo3pacte oT 6 10 16
(11,4 £ 2,7) ner u 9 nereil ¢ nepeHeCEHHO BOCTIAIUTEILHOM TMOJMU-
Heitponatueit (ITBITHIT) (2-s rpynmna) B Bo3pacte ot 12 no 17 (15,0 =
2,0) nieT B 7 BpeMEHHBIX cpe3ax: 10 UIIeMUIeCcKoi poobl, Ha 2, 5, 10-i
MMHYTax poOsl ¥ Ha 1, 5, 10-it MuHyTax nocie umemuu. etu ¢ TIBIT-
HIT umenu cHUKeHHbIE TToKa3aTe M HEBPaJIbHOM MPOBOAUMOCTHU BCJIE/I-
CTBUE MEPEHECEHHON B aHaAMHE3€ BOCHAIMTEIbHON MOMMHeponaTuu
B cpoku ot 60 10 180 nHeii, B cpeaHem 57 qHei.

IMpoBoaunack cynpaMakcuMaibHasi CTUMYJISILIMS JIOKTEBOTO HepBa
MPSMOYTOJbHBIMU 2JIEKTpUYeCKUMU ummysibcamu (0,1 Mc) qucTaibHO
(3arsicTbe) ¥ MPOKCUMAIbHO (JIOKOTh) OTHOCUTEbHO KOMITPECCUOHHOM
MaHXeThl. 3arnuch MOTOPHbIX OTBETOB (M-OTBETOB) M OLIEHKA MX Ja-
TeHTHOCTel ¢ pacyeTroM CITU 1o MOTOpHBIM BOJIOKHAM OCYIIECTBIISIACh
¢ m. abductor digiti minimi. KpaTKoBpeMeHHasl MIIeMUs KOHEUHOCTHU
co3aBajiach C MOMOIIbIO MAHXEThl churMmomMaHomeTpa. MaHxera 1u-
puHOI 14 cM HakJaibIBasIach Ha Npearuieube. JlaBieHue B Hell HarHeTa-
Jock Ha 20—30 MM PT.CT. BbILIE CUCTOJIMYECKOTO JaBIE€HUS (B CpeTHEM
140—160 MM PT.CT.) ¥ MOAAEPKUBATIOCH B TeueHue 10 MUH.

Pesyabratsl u oocyxnenue. Mcxonro CITU y 3m10pOBBIX UCTIBITYEMBIX
cocrasisiia ot 54,7 mo 70,0 (61,0 + 4,6) m/c, Bo 2-it rpynme CITU 6buta
NOCTOBEepHO Hike: oT 32,9 no 51,4 (43,5 £ 7,4) m/c (p < 0,05). B Teuenue
10 MuH uieMun npoucxoaunso nocreneHHoe cHkeHue CITA B oGenx
rpynmax. Yxe Ha 2-il MUHyTe ULIeMUU B 1-ii rpyrine Haboaa10Ch 10CTO-
BepHOe 110 cpaBHeHUIO ¢ hoHoM cHikenure CITU 1o 59,3 + 4,9 m/c (p <
0,05), KoTopoe HapacTaio ¥ ObUTO MaKCUMaJIbHbIM Ha 10-ii MUHYyTE HIlIe-
mun — 55,6 £ 3,9 m/c (p < 0,05). JocroBeproe cHkenure CITH Bo 2-it
TPYIIIe UMEJI0 MecTO TOIbKO Ha 10-it MuHyTe — 41,8 £ 7,5 M/c (p < 0,05).
TToce CHATHSI KOMITPECCUH Y 3[I0POBBIX UCTIBITYEMbIX OTMEYATIOCh ObICT-
poe nocroBepHoe nosbiieHue CITU yxe Ha 1-it MUHYTE C TPaKTUYeCKU
MOJIHBIM BOCCTAHOBJIEHUEM MCXOAHbBIX 3HaueHuii K 10-if MuHyTe mocie
umeMuu — 59,6 + 4,4 m/c (p < 0,05 o cpaBHeHuIO ¢ 10 MUH WIIEMUN).
Bo 2-ii rpynine nocie cHsATUS Komripeccuu uameHenue CITU ObL10 Heno-
CTOBEPHO BILIOTh 10 10-if MUHYTBI TTOCJIE MILIEMUU, ONHAKO UMEJIO TeH-
NEHUMIO K MoBbILeHuo (p > 0,05).

CpasHeHue quHamuku CITU B 2 rpyninax nokasblBaeT 3HAaUUTEb-
HO CHMXEHHY1I0 peakTuBHOCTb u3MeHeHust CITU nipu ITBITHIT o cpas-
HEHUIO CO 3I0POBbIMU UCIIBITYeMbIMU. [1J1s1 HOPMUPOBAHUS U3MEHEHUS
WHAMBUIYATbHBIX TTOKa3arTeseii B rpynnax pacyet nuHamuku CITA ObLt
MpoBeAeH B IMPOLIEHTaX OT (OHOBBIX 3HAYEHUU U TMO3BOJIUI
XapaKTepu30BaTh CTENEHb W3MEHEHMS HEBPAJIbHON IMPOBOJMMOCTHU
B OTBET Ha KpaTKOBpeMeHHy10 niemMuto. Ha Boicore uiemuu (10 MuH)
CIIH By 310pOBBIX UCITBITYEMBIX CHIXKaTach Ha 6,1—11,9 %, cocraBinsist
B cpenteM 8,8 + 2.2 %. Bo 2-ii rpyrine Ha MaKCMMaJIbHOM JTUTEIbHOCTH
umemuu (10 mun) CITU cHuxatach Tonbko Ha 3,3—5,9 %, cocTaBisist
B cpenHeM 4,3 £ 1,1 %. Takum o6pa3zom, cTeTrieHb CHUKEHUST HEBPaAJTb-
HOW NTPOBOIMMOCTH BO 2-if rpyriie Ha 51 % moctoBepHO MeHblIe (p <
0,05), yeM y 3mopoBbix neteit. CHukeHre CITU B 0TBET Ha KOMITPECCUIO
HepBa Ha MNpearieybe y AeTeil B HOpMe MPOUCXOAUT Ha 2-ii MUHYTE
uieMuu, oosiee 3HauMmoe — Ha 10-it muHyTe. Mcnionb3oBarh Gosee
JUTUTEIbHYIO TTO BpEMEHU ULLIEMUIO Helle1eco00pa3HO BBUAY OOJIbILIErO
BPEMEHM UCCeIOBAHUS, TPOAOKUTETbHON CTUMYJISILIMM HEPBA U BbI-
paxkeHHBIX OO0JIEBBIX oOllylleHuil. MakcumanbHoe cHuxeHue CITU

Ha 10-if MUHYTe WIIEMUU y 3MOPOBBIX AeTeil coctaBwio 8,8 + 2,2 %,
YTO MOYTU B 2 pa3a MeHblIE M0 CpaBHEHUIO co cHuxeHuem CITA
MPU KOMIIPECCUU HepBa Ha YPOBHE IJIeva y B3POC/IbIX, KOTOPOE COCTaB-
JISIeT, TIO TaHHBIM JIMTEpatypbl, 15,6 %. Menbiee cHmkenune CITU
MPpU MLIEMUU HA MPEATIIEYbE 110 CPABHEHUIO CO CHUXKEHUEM MTPU KOM-
MPECCUN Ha YPOBHE IJIeYya MOXKET ObITh 00YCIIOBIEHO MEHbLIEH MUEJIU-
HM3allMeil HepBa Ha JMCTAJbHOM y4acTKe MO CPAaBHEHWIO C MPOKCHU-
MaJIbHBIM YYaCTKOM WJM CBSI3aHO C BO3PACTHbIM (haKTOPOM,
YTO TpeOyeT NalbHENIIEro U3y4eHus.

BeiBoapl. [lecsiT MUHYTHAsI HEBpasibHas UILIEMUS HA YPOBHE Mpe-
MJIeYbs y NETei SBJSETCS AMArHOCTUYECKHU XOPOIIO MePEeHOCUMOM MH-
(hopmMaTUBHOI 1S HAIEKHOM OLIEHKM PEAKTUBHOM TMHAMUKY HEBPAJlb-
HOIl mnpoBoauMMOCTM KakK B HopMme, Tak u npu [IBITHII. Tlpu
MOJIMHEPONATUU ¢ UCXOHO CHUXKEHHOM HEBPAJIbHO MPOBOAMMOCTbIO
MMEET MECTO MEHEE BbIPAKEHHOE CHUXKEHUE HEBPAJIbHOM MPOBOJAUMOCTH
(Ha 51 %), yeM y 3mopoBbIx neteii (p < 0,05). Bo3MoXHO, 3TO CHUXKEHME
HOPMaJIbHOM (DU3MOJIOTMYECKOM peakuuu Tepudepuyeckoro Hepsa
Ha MIIEeMUI0 MOXET ObIThb OOYCIOBJIEHO HapyllIeHWeM ITOJHOLIEHHOTO
GbopMUPOBaHUS MTOTEHIIMAIOB ACUCTBUS B YCIOBUSX I€MUETMHU3ALIMN

HEPBHOI'O BOJIOKHA.

KnunuyecKuil cnyyail couemanus nuye-
NionamoyHo-nneyesoil nporpeccupyrowei
Muogucmpoduu u MyKoBucyuao3a

0.A. Knoukosa, A.JI. Kypenkos, A.M. MamenbsipoB

DI'BY «Hayunviii yenmp 300posws demeir» Munzopasa Poccuu, Mockea

Ieab padoOTbI — MPENCTABUTH KIMHUIECKUIA CITyJaii peKOro coue-
TaHMS 2 HECBSI3aHHBIX HACENCTBEHHbIX 3a00JIeBaHUIA: MyKOBUCLIMI03a
(mytauuu F508del u E92K) u nuiie-10naToyHo-je4eBoil MUOIMUCTPO-
uun (JIJITIM) (Mo3anyHas aeneius 4q35 XxpoOMOCOMBI), OIMUCATh MOIX0-
ITbI K KOMIUIEKCHOM peabMIMTaliuy pebeHKa ¢ KOMOMHUPOBAHHOM IeHe-
TUYECKOW MaTOJIOTUEN.

Kaunuveckuii cayuaii. /lesouxa, 6 asem 8 mec. Hacaedcmeennocmo
He omseowjeHa; Haauvue NPoOU3B00CMBEHHbIX U UHbIX @pedHocmell
0o u 60 épems bepemenHOCMU Mamy nayueHmku ompuyaem. bepemernnocms
u podel npomekaau 6aazonoayuno. Macca meaa npu poxcoenuu 3070 e,
pocm — 51 cm. Oyenxa no wkanre APGAR 8/9 6annos. Bakyunayus BIK,
npomuse cenamuma B — 6 poddome.

C poxcdenus Haxo0uaach Ha UCKYCCMBEHHOM 8CKAPMAUBAHUU 6 C8A3U
€0 c1ab0Cmblo COCaHUsA U nepugpepu1ecKum nape3om 16020 NUYe6020 He-
pea. B 3 mec ma ocnosanuu pe3ynvmamog HeOHAMANbHO20 CKPUHUHEA
NpOBeOeHO MONEKYAAPHO-2eHemu1ecKoe 00c1ed08anue Ha MyKOSUCHUJ03,
duaenoz noomeepoicoen (mymauyus F508del). C 6 mec npoxoduna Kypcol
00caedosanus U KOMHAEKCHOU peaduaumayuu 8 NyibMOHOA0UHECKOM
omdesenuu DPI'BY HII3/ Munzdpasa Poccuu, noaywara cumnmo-
mamuueckoe aevenue. Pannee ncuxomomopHoe pasgumue npomexano
no eozpacmy. B 2 ecoda nposedeno 3HO08ACKYAAPHOE 3aKpbimue paHee
8bIA61€HH020 DeheKkma medcnpedcepOHoll nepecopodku. B amom xce 603-
pacme nPoABUAUCH U HAPACMAAU 80POHK00OPA3Has deghopmayus epyoHoil
KAemKU, 2HYCAgblil OMMEHOK 2010¢d, KOMOPbLll C8A3AAU C pA3PACMAHUEM
adenoudog [1—I11 cmenenu. Ilocae npogedenus: a0eHIKMOMUU SHYCABOCMb
He3HAYUMeNbHO YMEHbUWUAAC, HO NPO00AIICANA NPOSPECCUPOBAMb 8 0aNb-
Hetiuiem.
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Ilayuenmka noayuanra 6aKyuHONPOGUAGKMUKY NO UHOUBUODYANLHOMY
epauxy. Ilocae eakyunayuu 6 4 200a mams 3amemuna ObiICMpPyrO YMOMAS-
emocms pebenKa, UsMeHUAAch NoXo0Ka — X00UAd «<HA HOCOUKAX», <YMUHOU
noxo0koill», ¢ pekypeayueli 6 KoseHHvix cycmasax. K 5 eodam pebenox
npaKmuuecKu nepecman camocmosmensHo HOOHUMAMbCA NO AecmHuUYe,
npoepeccuposant cAabocnb NPOKCUMANbHBIX MblULL, KOHEHHOCMell, NOSACHUY-
Hblil 2unepaopoo3, cmany 3amemus. OMCcmosuue <KpbiioguoHbIe» NONAMKU,
COXPAHANUCH OCIAMOUHbIE A6AEHUS NePeHeCeHHOl HelUponamuu AUye6020
Hepea caesa.

Bnepeuie uccaedosan yposenvs KOK 6 kposu (1131 Ed/x). 3anodospe-
HO Haauuue conymcmeyoujeil HepeHo-mulueyHoil namoaoeuu. Ilpu obcae-
008aHUU MONEKYAAPHO-2eHEMUHECKUMU MeMOOAMU UCKAIOYEH 8e10-Kapouo-
hayuanvholii cunopom, o0Hapyicenvt mymayuu 8 eenax SMN 1 (cnunanvhas
amuompous) u CAPN3 (nosicno-koneunocmuas muoducmpoghus 2A muna,).
Kapuomun 46, XX, nopmanvhwiii scenckuil.

Pesyavmamor MPT 201081020, cnunHo2o mo3ea, no3eoHouHuka: MP-
daHHbIX, NOOMEepPICOaowUx 006eMHOe U 04aA2080€ NOPAadNCeHUue 8elecmea
20106H020 MO32a, He NOAYHEHO, NAMOAOSUHECKUX USMEHEHULl CO CIMOPOHbL
weiiHo20 U NOACHUMHO-KPeCMY08020 0M0ea08 NO360HOUHUKA He Bbl61€HO.
MPT moiuy He nposodunu. Ilpu ueonrvuamoii IMT (deavmosudnas moiuiya,
nepeonss 601buIebepy08as MolulYa) 8bis8AeH NePEUHHO-MbIUEUHbLI XaPaK-
mep nopasicerus.

IIpu obcnedosanuu 3a pybexcom 8visigaeHa 2-1 Mymauus, Omeemcn-
eenHas 3a passumue mykogucyudoza (E92K). Ilposoduncs danvreiiwiuil
NOUCK HePBHO-MblileH020 3a004e6anus, OUONCUs NPAMOL Mblulybl bedpa
€ UMMYHOLUCIOXUMUYECKUM UCCAe008AHUEM, NAMOA0UU HE BbISBAEHO.

K 6 eo0am y nayuenmku ommeuanocs dasvhetiuiee npoepeccupoganue
NOSACHUYHO20 2UNepaAopo03a, NPOKCUMANbHOU MbluleyHOU caabocmu u caado-
cmu mumudeckux moiuy auya. Iloseuracs myzonodsuicHocms 6 201eHoc-
MONHBIX CYCMABax ¢ opmMuposanuem 3KEUHYCHOU YCMAHOBKU CHION.
IIpu noemoprom ocmompe 2eHemMUKoM HA OCHOBAHUU BbIUEONUCAHHBIX
A#Can06 U CUMNMOMO8 KAUHUHECKU YCIMAHO08AeH OUAHO3 NPOSPeCCUpyrouen
moluweynol  ducmpopuu  Jlandyzu—Jexwcepuna. /s  monekyaapHo-
2eHemu4eck020 noomeepiicoenus: OuazHo3a nayueHmka 0biia Hanpasiena
Ha obcaedosarue 6 kaunuky «Illapume» (bepaun, lepmanus) u Hncmumym
muonoeuu (Ilapuxc, Ppanyus). [pu uccredosanuu nokyca FSHD evisienena
Mosauunas deseyus 435 xpomocomovl (YKopoueHue no8mopsaue2ocs pecu-
ona D474 6 pazmepe 2 +/ — I noemopsaroujuxcs eOUHUY, 8 COCMOSHUU COMA-
Mmu1ecKoe0 Mo3auuU3Ma 6 8vlcokoll vacmome). Juaznos auye-10namoyHo-
naeuegoll. Muooucmpouu noomeepicoeH MONeKYAAPHO-2eHeMUHeCKU.
C yuemom omcymcmeusi OmsoujeHH020 HACAe0CMEeHH020 AHAMHe3d,
a maksce KAUHUMECKUX NpU3HaKkos 3a060neeanus y pooumeneii NOCAeOHUM
makce 0blN0 PEKOMEHO0BAHO MOACKYAAPHO-2eHemu4ecKoe 00caedoganue
6 Yensx YMOUHeHUs cecpecayuiul 8biA8AeHHbIX atnenell.

OKoH1amenvHblil OUACHO3: AUUE-10NAMOHHO-NACHeBAs NPOPECCUPYIOUIs
muoducmpous  (mosauunas deseyus Xpomocomsvl 4q35: ykopoueHue
noemopsouecocs peeuorna D4Z4). Mykosucyudos (eemeposzueoma F508del,
E92K), necouno-kuueuras gopma, meuerue cpeoreil msjicecmu. Bpoxcoentwiii
nopok cepoua: degpekm mexncnpedceporoil nepeeopooku. CocmosHue nocie
onepayuu yempanenus deghexma okkarodepom 24.12.2008. HKO. Boponkoo-
opaznas epyonas knemxa Il cmenenu. Bmopuumblii 1e60cmopoHHULL 10POOCKO-
1U03. J]8ycmopoHHsis XpOHUUECKas CeHCOHe8panbhas myzoyxocms I cmenenu.

Jleuenue. B nacmosujee epems nayueHmka ucnoavzyem opmoneou-
ueckyro 00y8b ¢ JHcecmKoll puKcayueil Cmonvl, KOMHEHCAMOPHbIMU CKOUIeH-
HbIMU CIMEAbKamMu-noOnsmoYHUKAMU, HOHHbIe NOH2eMbl HA 201eHOCMONHble
cycmasyl 8 NOA0JCEHUU HOPMOKOPpeKyulU, noayxcecmkuii kopcem. Ipu nepe-

MewjeHuu Ha 060abuiue pacCmosHUs UCHOAb3Yen NPOo2YyIoYHOe Kpecao-
KOAACKY, 045 3aHAMUL U hepeMeujeHull 00Ma — Kpecao ¢ aHamoMu4eckoi
CRUHKOU U hukcayueil mazoeoeo nosica. Pexomendosano uepedosanue cu-
JeHus 8 Kpecaax ¢ aKkmueHviM nepemeuleHuem 6 kopceme. Ha epems npebui-
6aHUA 8 Kpecae paspeuleHo cHumamy kopcem. Medukamenmosnoe neuenue:
KPeoH, UHearayuu nyabMo3uMa — NOCMOSAHHO, KYpcamu — ypcooe30Kcuxo-
Auesas KUCAoma, anvkap, Kyoecat, yumoghaaeun, eumamur E; duzuueckue
Memodbl peabuaumayuu, Ncuxon020-nedazoeuuecKue 3aHAmus, 3aHAmus
¢ 1020nedoM.

3akmouenne. JlaHHBIN KITMHAYECKUI CITydail TIpecTaBysieT MHTepeC
HE TOJIBKO C TOYKY 3pEHUST OTMCAHMSI PEKOTO COUYETaHUsT 2 HECBSI3aHHBIX
HaCJIeJCTBEHHBIX  3a0o0JieBaHUii, OIpOBepralIinero MHEHHE
0 HEBO3MOXKHOCTH Hatnuusi y 1 pebeHKa HECKOJbKHMX TeHETHIeCKUX
TaTOJIOTUI, TeM GoJiee MTPU OTCYTCTBUU OTSATOIIEHHOTO HACeICTBEHHO-
ro aHaMHe3a ¥ 6J1aronpusTHOM TeYeHUU GepeMeHHOCTH. HacTonunBbIin
TTOVCK Y TIOATBEPKICHIE HEPBHO-MBIIIEYHOM MTATOJIOTHH BaXKeH U C TOY-
KU 3peHUsT TIPABUJIBHOTO BIOOPA TAKTUKY JICUSHHMSI MTALIMEHTKH.

[Momxom K JieueHUIO JTaHHBIX MAIMEHTOB JTOJKEH ObITh MYJIBTHUIMC-
LUTTMHAPHBIM, TTPEIIOIaralonMM MaKCUMaIbHO BO3MOXKHYIO TIpohu-
JIAKTUKY OYIYIIMX OCJIOXHEHMIA, YYeT COIYTCTBYIOIICH MaToJOTun
Y TIPOBeNIeHUE ONePAaTUBHBIX BMEIIATEILCTB MO CTPOTUM ITOKa3aHUSIM.

BbiOop BcriomoraresibHbIX CPEICTB peadMJIMTAlMU TOJIKEeH ObITh
OCHOBaH Ha MaKCUMAaJbHOM Yy4YeTe KOMITEHCATOPHBIX BO3MOXKHOCTEM
pebenka. C y4eToM MPOrpeccupyIolero Xxapakrepa 000Mx HacIeICTBEH-
HBIX 3a00JIeBAHUI BaXXHYIO POJIb UTPAET MICUXOJIOTHIecKasl TIoaIepKKa

0OJILHOT'O U YJIEHOB €r0 CEMbH.

HnthopmamuBHoCcmMb 3pUmMenbHbIX
BbI3BaHHLIX NOMEHUUANoB npu paHHell
[lUarHocmuxe pacceaHHoro ckneposa

A.B. KoBanenko, Bb.JI. Iaspumok, C.A. Bykun
Boenno-meduyunckas akademus um. C. M. Kuposa,
Canxkm-Ilemepbype

Bsenenue. Boicokuii ypoBeHb 3200J1eBAeMOCTH PACCESTHHBIM CKIIEPO-
30M (PC) B CeBepo-3arnanHoM peruoHe, 0oJbliasi CTOMMOCTb MEAULIMH-
CKHX 3aTpaT Ha JIeYeHHe 1 peabMIUTALIMIO OOJTbHBIX 00YCIaBIMBAIOT TO-
BBIIIIEHHOE BHUMaHUE HCCIIeI0BaTelIeli K BOITPOCY YITyOJIeHHOTO U3yIeHHs
KJIMHUYECKUX MPOSIBJICHUH 1 TTaToreHeTIeckux MexanusmoB PC. Ha Ha-
YaJIbHOM cTamuy 3a00JieBaHUsSI B pe3yJbTaTe MMMYHOMATONOTMIECKOTO
Tpoliecca MPOVCXOIUT IMOBPEKICHE MUETMHA HEPBHBIX BOJIOKOH B IICH-
TPaJIbHOI HEPBHOI CUCTEME M HEPEIIKO B IMPOIIECC BOBJIEKAIOTCS TPOBOISI-
1Me TyTH 3pUTEIbHOTO aHaM3aTopa. MakcuMallbHO paHHee BbISIBJIEHUE
3pUTETbHBIX HAPYILICHMIA TIO3BOJISIET IMarHocTupoBaTh PC Ha HayaIbHOM
CTaIuu, CBOEBPEMEHHO Ha3HAYaTh MTATOTEHETUYECKYIO TEPATTHIO C LIEJTbI0
130eXaTh OBICTPOTO MPOrPECCUPOBAHUST MMMYHOITIATOJIOTMYECKOTO TIPO-
1iecca, YTo 0OCOOEHHO aKTyaJTbHO [UISI PETUOHOB C TIOBBIIIIEHHBIM PUCKOM
3200J1€BaEMOCTH.

Ieab uccieaoBanuss — MOBBICUTH 3 (HEKTUBHOCTh TUATHOCTUKH
CYOKJIMHMYECKOTO BOBJICYCHMSI 3pUTEILHOTO aHATM3aTOpa B IMATOIOTH-
YeCKUI JIEMUCTUHU3UPYIONIUI U HelpomereHepaTUBHBIC TPOLECCHI
y nauueHTos ¢ PC.

Marepuaisi u MeToabl. O6cienoBato 92 narmeHTa (30 My>XJuH u 62
SKEHIIIMHBI) C TOCTOBEPHBIM TuarHo30M PC B COOTBETCTBUU C KPUTEPH-
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samu W.1. McDonald u TsikecTblo 3a00€BaHM 10 1IKajle MHBAIMIM3a-
muu J. Kurtzke ot 1,0 mo 5,5 6asuta (2,5 + 1,5). Bo3pacT nmaimeHTOB —
ot 18 mo 55 (36,7 *+ 8,5) net. IMauuentsl ¢ PC ObuIM pasnesieHbl B 2
rpymnmbl: ¢ perpoOynboapHbiM HeBputoM (PBH) B aHamuese (n = 27)
u 6e3 Hero (1 = 65); mocaeqHsIsI TPyIIa pa3aejeHa Ha MOArPYIIbI B 3a-
BUCUMOCTU OT JJIMTEJIBbHOCTU 3aboneBaHus: a0 S5 jer (n = 35),
ot 5 o 10 (n = 17), 6onee 10 net (n = 13).

IMpoBeneHO KOMIUIEKCHOE HepoodTalIbMOIOIMUEcKoe 00cIen0-
BaHue. [l OLEHKM 3pUTEIbHBIX BbI3BAaHHBIX MoTeHUManoB (3BIT)
Ha peBepcuBHbIi WaxMaTHbIM naTrepH (PLUIT) ucnonab3oBasu MHOTO-
(GYHKUIMOHATBHBII KOMITbIOTEPHBIN KoMmIuieke «Heiipo-MBIT» («Heii-
poCodr1», UBaHOBO), C 1- 1 2-KaHaJIbHBIM METOIOM peructpauuu 3BIT
mo MexmyHaponHoit cxeme 10—20 %, mpoBommIach MOHOKYJISIpHAsI
CTUMYJISILIMS TIOJTHOTO ToJIsl ¢ (huKcalueil B3risiga Ha LEHTPaIbHYIO
TouKy. YacTtora peBepcum oOpallleHusl axMaTHbIX rmartepHoB 1—2 Tir,
pa3mep siueiku rarrepHa 24—>52 MUH, C TTOCJIeIYIOIIUM aHaJIU30M I10-
KazareJsieil JaTeHTHOCTHU, aMIUIUTYAbI U (popMmbl Komruiekca NPN 3BIT.
Hccnenosanue 75100145 npoBoawian ¢ ONTUMAIbHON KOppeKLMei
VIS TJIA € LIEJIbI0 UCKJIIOYUTh BIMSHUE pedpakUMOHHOrO (akropa
U TTOJIyYUTh MAKCUMAJIbHYIO aMILIUTYly OTBETA.

Pesyasratel u oocyxnenue. Viccienosanue 3BIT PILIT y 74,4 %
o0cieyeMbIX BbISIBUJIO YBEJMYEHUE JJATEHTHOTO MepruoJa KOMITIOHEHTa
P, 3BIT ot 10 10 60 Mc 1o cpaBHEHMIO C BepPXHEii rpaHuILIEii HOPMATHB-
HbIX 3HaueHui. [To pesynbrataM HermapaMeTpuyecKoro AMCIepcCuOHHOrO
aHanm3a ¢ pacuetoM Kputepusi Kruskal Wallis test BbIsiBJieHa 3aBUCHMOCTh
nokasaresneif areHtHocTr Komiuiekea P, 3BIT ot mmrensroct PC
u Hammuust PBH B paccmarpuBaembix rpynax nauveHtoB (H = 50,2;
»<0,001). B rpynne nauueHtos ¢ PBH B aHamMHe3e He3aBUCUMO OT [JTU-
TebHOCTH PC perucTpipoBaiy yBeJIMIEHHE JTATEHTHOCTH KoMILTekea P
3BITy 26 (96,3 %) u3 27, KOTOpOE COYETATIOCH CO CHUKEHUEM aMILIU -

Tynbl y 26 (96,3 %) v paznBoeHureM komruiekca P,y 23 (85,2 %) namu-

100
€HTOB.

AHaJIOrMYHble U3MEHEeHUs ObUTM Y naureHToB 6e3 PBH npu miu-
TeabHocT PC 60see 10 et (n = 13): yBesiMueHMe TaTeHTHOCTH KOMITJIEK-
ca Pll)()
B 100 1 B 92,3 % c pa3nBoeHueM Komiuiekca P

3BITy 12 (92,3 %), coueraloieecst CO CHUKEHHEM aMIUTATYIbI

100" Z[aHHI)IC MU3MEHECHMUA

BBISIBJIEHBI U B IpyIirie ¢ putenbHocThio PC o 5 et (n = 35): yBenuye-
HME JIATEHTHOCTH KomIutekca P

(58,6 %), paznsoenue komruiekca Py 15 (42,9 %). Ilpu umresbHOCTI

3BIl 1 cHUXeHUe aMIUTUTyabl y 17

PCor 5 no 10 ner (n = 17): u3MEHEHNE JIATEHTHOCTH KoMILIekea P

3BI1y9 (81,9 %), ymenbiierue aMrmutyasl — y 9 (52,9 %) u uameHeHue
koMmruiekca —y 7 (41,2 %) 6ombHbBIX. [1pr 3TOM pa3nBoeHre KOMILIeKca
P, (W-bopma) u yMeHbIICHUE AaMILIATY/bI
Kak Ipu 3aMeJUIEHHOM, TaK U MPpU HOPMaJIbHOI JIATEHTHOCTU KOMILJIEK-

perucTpupoBaiu

ca PI()U

TOIIAEMOCTB 3pUTeNIbHBIX (hyHKLIMIA. [Tpy aHanm3e komriekca NPN 3BIT

3BII. Ilpu PC y nauuMeHTOB OTMEUYEHA MOBBILIEHHAs HC-

PILLTI BbIsIBIIEHO CHUKEHUE aMILIUTYIHBIX TTOKa3aTesiell U yBeJIMYeHre
JIATEHTHOCTH TIMKOB: B KOHIIE MCCJIEIOBaHUS TTOKa3aTe I ObLTM HUXKe
10 CPaBHEHMIO C pe3yJibTaTaMu, MOJyYeHHBIMM B HavaJie UCCIIeIOBaHUSI.

3BI1 PLUII siBasieTcst 4yBCTBUTETBHBIM METOIOM JIJIsI OOHAPYXKEHUS
MPU3HAKOB AeMUETMHU3ALUUN M aKCOHOMNATUM (HeipomaereHepaim)
Ha paHHeit ctanuu 3aboieBanust PC, naxe 6e3 PBH. YBenuuenue Bpe-
MEHHM JIATeHTHOCTU W WM3MEHEHUEe aMIUIUTYIHBIX TapamerpoB 3BIT
y nanimeHToB 6e3 PBH B aHaMHe3e MOXXHO 00bsICHUTD UM dy3HOI e~
MUEJIMHU3aIMe U aKCOHAJIbHOM HelipoiereHepalieii, Koropast uMeeT

MECTO ITPU XPOHUYECCKOM BAJIOTEKYILIEM BOCIATIUTEIIbHO-ACTCHEPATUB-

HOM mnpoliecce, XxapakrepHoM it PC. B pazButuu HelipoiereHepalnu,
TTOMMMO yTPaThl 3aIIUTHON (PYHKIIMKM MUETMHA, UTPAIOT POJTb UMMYHO-
OToCpeIoBaHHbIE HEMPOTOKCUIHOCTh, HapyllleHe TPOMUUECKO Mmo-
NepKKHU, TTOBPEKIeHNEe MUTOXOHIPUIA, METaOOJINIECKIe CIBUTH, BHY-
TPUKJICTOUHBIC U3MEHEHUST U Apyrue hakTopbl. I3MeHeHUsT CO CTOPOHBI
MPOBOISIIINX TyTell 3PUTELHOTO aHaIM3aTopa HapacTaloT 0 Mepe
rnporpeccupoBaHus 3abojieBaHus. Y OosblIMHCTBA maiueHToB ¢ PC
6e3 PBH B aHamHe3e (He MUMEeIoIMX Xal00 Ha 3peHue U 0e3 MaToJIoruu
MPYU CTAaHAAPTHOM HEMpOoodTaTbMOTOIMIECKOM 00C/IEIOBAHIH) BBISIB-
JIEHBI XapaKTepHble u3MeHeHust mpu ucciaenoBanuu 3BIT PLLIT B Bume

YBEJTMUYESHUST JJAaTeHTHOCTU TiukKa P, (64,4 %), CHIKEHUS] aMILTUTYIbI

100
(61 %) v uameHenust popmbl komriekca NPN (54,2 %).

TTpu olieHKe mapamMeTpoB BbIMIOJHEHHOIO UCCIEI0BAHUS CIIEIYeT
Bcera obpaiiaTb BHUMaHue Ha CHYKeHre aMIutuTy sl 3BIT, W-1tono6-

Hy10 (hopMy BOJIHBI P, TTOBBIILIEHHYIO UCTOLIAEMOCTb (DYHKLIMI 3pu-

100
TEJbHOTO aHaM3aTopa U MEXOKYJISIPHYIO pa3HOCTb. OTBETHl B HOpME
MPY CTUMYJISILIAU JIEBOTO M MPABOTO IJ1a3a MaJIO pa3jIMyaloTCs, U Mo CTa-
TUCTUKE 3TU Pa3IUuMsl B CPEIHEM COCTABIISIOT 3 MC, a MEXOKYJIIpHas
pasHMIIA 110 JIATEHTHOCTHU MuKa P, - He mpeBbliiaeT B HOpMe 5—6 Mc.
Hanuuue MeXOKyISIpHOU pa3HOCTHU 1O JATEHTHOCTU WJIM aMILUIATYE
SIBJISIETCSI BaXKHBIM TTPU3HAKOM TIpY YCTAHOBJIEHUY HAJIMYMSI TIATOJIOTUH,
Jlaxe ecyii abCOMIOTHbBIE 3HAUEHUSI STUX NTapaMeTPOB HE BBIXOAST 3a rpa-
HUILIBI HOPMBI. Hallnune ycTOMYMBOIT MEXIOIYIIapHONH aCUMMETPUN
CO CHMKEHMEM aMIUTUTY/Ibl UM YBEITMYECHUEM JIATEHTHOCTH MuKa P,
B OJHOM IIOJIyIIApUU TIPU CTUMYJISIIUKM KaK JIEBOTO, TaK U MPaBOro
rnasa 6osbine 30 % MOXeT TOBOPUTD O TTOCTXMA3MaTbHOM YPOBHE TO-
paxXeHMUsl.

TTpeumyiiectso 3BIT nepen npyrumu merogamu auarHoctuku PC —
BbICOYAiiIlIasi YYBCTBUTEIbHOCTh B OMPEICIEHUN «HEMBIX» 04aros, T.€.
3J1eKTPODU3NOJIOTUYECKUX U3MEHEHU I B O€JI0M BELECTBE, HE COMPOBO-
SKIAIOLIMXCSl HEBPOJOTMYECKUMU CUMITTOMAMU, & TAKXE OO bEKTUBHOCTD
U HEMHBA3WBHOCTb METO/IA. DJIEKTPODUINOJOTMUECKU TeMUETUHU3ALIMS
npu nposeneHun 3BI1 mposiiasiercss 3amenjieHUEM TPOBEACHUS
B ITOPaKeHHBIX BOJIOKHAX 3pUTEJIBHOTO MYTH. 3pUTEIbHbIE OTBETHI, FeHe-
pupyemMble Ha pe3Koe U3MEHEHME KOHTPACTa, 3HAYUTETbHO CTaOUIbHEE
T10 CBOEI KOH(bUTypaLuy 1 00J1ee TOUHO OTPAXKAIOT (PYHKLIMU 3pUTETbHOMN
CUCTEMBI.

KpoMe ncnonb3oBaHust B amardHoctuke, 3BIT nmpuMeHsioT 11st u3-
y4eHUsT MaTo(MU3UOJIIOTUYECKUX MEXaHU3MOB JIeMUEIMHU3ALIUNT, MO~
HUTOPUPOBAHUS COCTOSIHUS MO3ra B IMPOLIeCCe 3K30T€HHOTO U 9H/10-
F€HHOro BO3ACHCTBUS Ha OPraHU3M M, B YaCTHOCTHU, B Mpoliecce
JIeYeHUSI.

3akimouenne. I1pu yriry6ieHHOM O(hTalIbMOJIOIMYECKOM 00CIIEN0-
BaHUU C UCIOJIb30BAHUEM COBPEMEHHOTO O(PTaTbMOJOTMYECKOTO 000~
pyIOBaHMS Jaxe MpU OTCYTCTBUMU B aHaMHe3e PBH MOXHO BBISIBUTH
CYOKJIMHMYECKOE BOBJICUEHUE 3pUTEIbHOIO aHaJIM3aTopa B MaToJornye-
CKMi1 HelipoiereHepaTUBHBIN TTpoLIece Ha paHHe cTaauu 3a001eBaHUSs
PC. DT0 1103BOJIUT CBOEBPEMEHHO HAa3HAYUTh MATOTEHETUUYECKYIO Tepa-
MUIO U U30€eKaTh OICTPOrO MPOrpeccUpPOBaHUS UMMYHOIATOJIOTMYECKO-
ro Mpouecca U MHBAJIMAN3ALUM MTalIMEHTOB.

TakuM 00pa3oM, YCTaHOBJIEHbI BbICOKAsI YyBCTBUTENIbHOCTh 3BII
PLLIT B imarHocTHKe aKCOHAJIbHOM JereHepaluy U 1eMUeTMHU3anu
3putesibHoro Hepsa npu PC paxe npu OTCYTCTBUM Xajlo® MalueHTa
Ha CHUXKEHME 3peHUs, BO3MOXXKHOCTb OOBbEKTUBHOTO aHAJIN3a U MOHUTO-
pUHTIa MaToJIOrMYecKoro npoiecca U oueHKM 3P HEeKTUBHOCTU NaTore-
Hetnyeckoit repanuu PC.
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Nudhhepenyuanbhadn AuarHocmuxa
reHepanu3oBaHHOil MUacmeHuu
U KOHBEPCUOHHOr 0 paccmpoiicmsa.
Habniopenue u3 npakmuku

A.C. Koznosckuii, C.. [Ienaes
DI'BY «Poccuiickas demckasn KAuHu4eckas 60AbHUUA»
Munsopasa Poccuu, Mockea; Mockosckuii muacmeHnu4eckuii yeHmp

MuacteHusT — ayTOMMMYHHOE HEPBHO-MBIIIIEYHOE 3ab0JieBaHue,
XapakTepu3ylolleecsl MaToJOrMUeCKO CI1ab0CThio U YTOMIIIEMOCTBIO
M CBSI3aHHOE C TTOBPEXICHUEM AlleTUIIXOJIMHOBBIX PEIIETITOPOB TTOCTCH-
HaNTUIECKON MeMOpPaHbI IMOMePEeYHO-ITOJIOCATHIX MBI Crieluduyec-
KUMU aHTUTeTaMu. KimHuYeckast KapTMHa MUACTeHUM pa3HooOpa3Ha
M BKJIIOYAET IIa30/IBUTATeIbHbIE, OyIbO0apHble HapylIeHUs, CJIaboCTh
JKeBaTeJbHBIX © MUMMUYECKUX MBIIIII, CJTA00CTh MBIIIII IIIeW U KOHEYHO-
creii. PaciipocTpaHeHHOCTD MATOJIOTMYECKOTO IMpolecca MOXET ObITh
BecbMa BaprabeIbHOM: OT OMHOCTOPOHHETO 1T03a JI0 BOBJICYECHHUSI ITpa-
KTMYECKU BCEX MPOM3BOJBHBIX MBI, OTINYMEM BCEX CUMIITOMOB
MMACTEHUH SIBJISIETCS IMHAMUYHOCTD B TeUEHUE CYTOK, YCUIIEHHE ITOCIIe
Harpy3ku, 00OpaTMMOCTb WM YMEHbBILIEHUE CTETIEHW WX BBIPAKEHHOCTH
rmocJie oTabixa. JJuarHo3 MMacTeHUM CTaBUTCS HA OCHOBAHUM aHAMHe-
CTUYECKUX TAaHHBIX, KIMHUIECKOTO OCMOTPA, TOJTOXUTEIbHOM TTPOOBI
C aHTUXOJIMHACTEPAa3HBIMU TIpernaparamu (AXIII), anekTpodusuoaoru-
YeCKOro 00CyIeI0BaHusI, AMHAMIYEeCKOTo HabmoneHust. Criennduaeckum
TECTOM JUISl AIMAarHOCTUKY MUACTeHUM siBisseTcs Tipoda ¢ AXDII npose-
puHoM. [lo3a mombupaercss MHAMBUIYyaTbHO M3 pacuera 0,125 mMr/kr
Macchl Teja. OOBIYHO NeslaeTcsl MOIKOXHAss WHbeKIMs. OleHUBalOT
neiicteue npernapara yepe3 30—40 muH. [TojoxuTeabHOM MOJTHOM Tpoda
CUYMTAETCS TIPY BOCCTAHOBJICHUU MBIIIIEYHOW CYIIBI 10 5 GAJIIIOB C KOM-
reHcanueil Oya1b0apHbIX U TJIA30BUTATEIbHBIX HAPYIIEHUI; TIOJTOXM-
TEJIbHOI HEMOJHOM — NP HapacTaHWU CUJIbl Ha 2—3 GaJuia, HO 63 MoJI-
HOTO €€ BOCCTAHOBJICHUSI U/WJIW TIPH COXpAaHEHUU PEIyLIMPOBAHHOTO
OyI0apHOTO WU IJTa30IBUTaTeIbHOTO NedekTa. OnpaBIaHo BblIeIeHNE
COMHUTEIBHOI MPO3ePUHOBOM MPOOBI, KOrIa OTMedYaeTcsi HeKoTopast
MOJOXKUTETbHAsl AMHAMUKA B OTHOIIEHUW OTHEIbHBIX CHUMIITOMOB
(yMeHbLIEHUE MTo3a Ha 1—2 MM, HEKOTOpOe yBeJIMYeHUe 00beMa IBU-
SKeHUI TIIa3HbIX SI0JIOK, HECKOJIBKO 60Jiee 3BOHKUIA TOJI0C, BIeYaT/IeHue
0 HEKOTOPOM HapacTaHWUW CWJIBI MBI KOHEYHOCTEH U T. 1.). COMHM-
TesibHas peakivst Ha AXDIT MoXeT BCTpeuaThest ¥ TPU IPYTUX HEPBHO-
MBIIIIEYHBIX 3200 I€BAHUSX.

B cBsI31 ¢ TeM, UTO CYLIECTBYIOT OINpeAeeHHbIE, TOCTATOYHO YeT-
KUe KIMHUYECKUE U 2JIEKTPOPU3HOTOrMIeCKe KPUTEPUU TUarHosa,
«MHUACTeHUsI», ee nuddepeHInaIbHas IMarHOCTUKA C APYTUMU BUIAMU
HEPBHO-MBIIIIEYHO! MATOJOTMHU HE TOJDKHA MPEACTaBISITh CEPhe3HBIX
3aTPYIHEHMIA U1 COBPEMEHHBIX CITeIMaTuCTOB. OIHAKO ITPU KOHBEP-
CHOHHOM PAcCTPOICTBEe KIMHUYEeCKasi KapTUHa, HabJionaemas y rmai-
€HTa, MOXET BBIIJISIACTh JOCTATOYHO YOEIMTETbHO, U TOJIBKO 3HAHUE
BCEX HIOAHCOB 3a00JIeBaHUSI ITOMOXET Bpayy B MIOCTAHOBKE MPaBUIb-
HOTO TUarHo3a.

Ilauuenmxa O., 11 2em. 2Kanrobvl Ha 8bipadceHHy0 cA1abocms 6 KoHeY-
HoCmAX, 3ampyOHeHue npu xo0v0e, 4y8Ccmeo nepuierusi U UHOPOOH020 meaa
6 eopAe, HapywieHue pewu, 2A0Manus, mpemop @ pykax u Hozax. Ommevaem
noaxoe soccmarosnerue uepes 10— 15 mun nocae 6sedenus 1 ma nposepuna
n/k, dnsaujeecs 00 7—8 4 ¢ nOCAeOYIOUUM B036PAMOM K NPEHCHEMY COCHOSHUI).

IIpu ocmompe nmosa u ogpmanemonapesa ne evisenero. Caabocmos Mumu-
ueckux moluiy, 00 3 6annos. Msekoe Heb0 NOOBUINCHO, CUAA HCEBAMENAbHBIX
Moluiy, He usmenena. Ommeuaemcs usMeHeHue pedu O MUNY <AAHWe>.
Kesanue ne Hapyuerno, 00HAKO nocae Kaxcooeo nPoaamvléanus NUUU OmMe-
uaemcs HagA34uGbLI Aarouuil Kawensb. Cam aKkm eA0manus npu 3mom He Ha-
pyuen. Cuna moiuy, uieu 0o 4 6arnoe. Ommeuero ougdysHoe cummempuuroe
CHUJICeHUe cunbl Mblully, KoHeuHocmel 0o 3—4 6aanos (no wikase MRC). Ca-
MOCMOSMENbHO Nepedsueaemcs MeaKumu waxckamu. Kpynno- u cpedneam-
NAUMYOHbLIL MpemMop Kucmell U Cmon, KYRUpyuUiics npu omeaeveHuu Hu-
manua. Ilpu nposedenuu IMIT-ucciedosanus npuzHaKog HapyuieHus
HepeHO-MbluleuHoll nepedauu He 6viaeneno. C yuemom CUMNMOMAMUKU,
He yKAaodblearoulelics 8 MURUMHYIO KApMUHY MUACIMEHUU, NPU3HAKO08 aepasa-
yuu u omcymemeus usmenerui npu IMI-obcredosanuu mpebosanrocy uc-
KAKUeHUe NCUXOLEHHO20 2eHe3a HapyuwleHUll, 8 C653U ¢ YeM Oblio NPUHAMO
peuterue o0 npogedernuu npodul ¢ naauebo. boira nposedena NOOKONCHAS UHB-
exyus sumamuna B, (nayuenmre coobuunu, wmo 66oduncs nposepun). Jepes
15 mun Habar00anoch Kynuposauue CUMRMOMAMUKU, NOAHOE 80CCIAHOBACHUE
08UAMENbHBIX PYHKYULL U peyl.

3akimouyenue. [laMeHTKa ¢ KOHBEPCUOHHBIM PACCTPOMCTBOM e~
MOHCTPHUPOBaJa CUMITOMATHKY, CXOXKYIO C TAKOBOW MPU TeHEPaTH30-
BaHHOW MMACTeHWH, U IO 3TOW MIPUIMHE eil OblJla Ha3HaYeHa U TIPOBO-
nuiach crienuduueckasl Tepanus, B TOM YHCIe MMMYHOCYIIPECCHS.
OnHaKO Ype3MepHast «<BbIYyPHOCTb» CUMIITOMATUKH, CIIUILIKOM OBICTPOE
U «IpaMaTHYHOE» AEHUCTBUE TPO3EPHUHA MO3BOJIWIN 3aTI0O03PUTh TICH-
XOTeHHYIO PUPOIY JAHHOTO COCTOSTHUSI.

CpaBHUmMenbHaA Xxapakmepucmuka KNnuHuKo-
anexmpouelipomuorpacguyeckoil
U ynbmpa3ByKoBOil RUArHOCMUKU
nopaeHus nepucepuyeckux HepBoB
npu noauxdesponamuax

N.B. Komsaruna, K.M. bexskos
T'bY3 HO «Huoicecopodckas o6aacmuas KAuHu4eckas 00AbHUYa
um. H.A. Cemawrxo», Huxcrnuii Hoseopoo

Ieab padoThl — BBISIBUTH OCOOEHHOCTH 3XOTpadIecKoii KapTUHBI
rnopaxeHus nepudepuyeckux HEpBOB IMPU Pa3IUYHBIX BUIAX TMOJU-
HEBPOIATUI, MPOBECTU KOPPEISILMIO MEXIY AaHHBIMU HEBPOJOTHUYE-
ckoro craryca, DOHMI u Y3U.

Marepuasbl 4 MeToAbl. B OCHOBHY!IO IpyIITy BKJIIOUEHbI 35 nalueH-
TOB C MOJUHEBpPONAaTUsIMU B Bo3pacte oT 18 et no 71 roga. M3 Hux
¢ nuabeTHYecKoil TMoJMHeBponaTueid 6 TAlIMEeHTOB, TOKCHKO-
JIMCMETaboIMYECKO MoJMHeBponaTueil — 9, Hac/eCTBEHHOW MOJIu-
HeBpornaTueil — 12, ocTpoil BOCHATUTENbHON AeMUEIMHU3UPYIOLIEH
MoJvMHeBponarueir — 4, XpOHUUYECKOW NEMUETMHU3UPYIOIIEH MOIu-
HeBpomnartueil — 4. BceM 00JIbHBIM MTPOBEAECHO KIMHUYECKOE 00ce10Ba-
Hue (HeBposiornueckuii craryc), DHMI, Y3 o6oux cpeamHHBIX
1 OoJb1IeOepLIOBBIX HEPBOB. KOHTpOsIbHYIO Ipyriy coctaBuiu 20 nauu-
€HTOB 0e3 KJIMHUYECKUX TMPU3HAKOB 3abosieBaHUil nepudeprudeckoit
HEPBHOI CUCTEMBI.

OHMI -nuarHocTvka BBITIOIHSIACh Ha KOMITbIOTEpU3UPOBAHHOM
nMrarHocTuyeckoM komiuiekce «HEMPO MBII-4». OreHuBaiu cie-
JylolllMe MoKa3aresun: aMIuiuTyaa M-0TBETOB, MOTEHUMATIOB IEHCTBUS
U BBI3BAHHOT'O KOXXHOTO cMMIIaTnyeckoro noreHuuana, CPB no morop-
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HBIM ¥ CEHCOPHBIM BOJIOKHAM, TEPMUHAJIbHAS JIATEHTHOCTb BbI3BAHHO-
ro KOXXHOTO CUMITaTUYECKOro MoTeHMaia.

VinbrpacoHorpadus npopoawiack Ha anmaparax iE33 (Philips,
HunepnaHnbl) IIMPOKOMOJOCHBIM JIMHEHHBIM gatdyukomM 3—11 MIix
u DC-7 (Mindray, Kurait) 1uHeitHbiM natuukom 4—10 MIi1 ¢ ucnonb-
30BaHUEM CEPOLIKAJIIbHOW BU3yaIU3allMK, LIBETOBOTO JOMIUIEPOBCKOIO
KapTUPOBAHUSI, IHEPTrEeTUYECKOTO JOMTIIEPOBCKOI0 KapTUPOBAHKS.

Ipu Y3U HepB npeacTapiisieT coboii OKPYIIoe UK oBajibHOE 00pa-
30BaHUE CO CJIOKHOM BHYTPEHHEH CTPYKTYpOil, HAalTOMUHAIOIIEH Kabeb.
OTnesibHblE HEPBHBIE BOJIOKHA COCTOSIT U3 aKCOHOB, MUEJTMHOBOI 000-
JIOUKU U IIBAHHOBCKUX KJIETOK. HECKOIbKO TaKMX BOJIOKOH (hOPMUPYIOT
My4YOK, a HEKOTOPOE KOJMYECTBO TAKUX MYYKOB COCTABJISIOT OTAE/IbHbII
HepB. PazMep Kax1oro oTAeabHOro Mmyyka M YMCIO MyYKOB, BXOISIIMX
B HEPB, 3aBUCST OT pa3Mepa HepBa, ero JoKaJiM3aluu (pacCTOSTHUE OT Me-
CTa HavyaJla) ¥ ero Tura (KOJIMYeCTBO ABUTATEIbHbBIX WM YYBCTBUTEIbHBIX
3J1eMeHTOB). OT/Ie/IbHbIE HEPBHBIE ITyYKU U CaM HEPB IMPOHU3AHbI U OKPY-
>KeHBbI TOAIePXKUBAIOLIEH TKAaHbIO, MEX(bACUMKYJISIPHBIM U MIOBEPXHOCT-
HbIM 31iMHeBpUeM. [TocieHre MOryT ObITh PACIIO3HAHBI C OTPEIEIEHHOM
TOYHOCTbIO NMPU COHOrpaduu, OHAKO COEAMHUTENbHAS TKaHb, KOTOpast
COCTOUT U3 SHIOHEBPUSI, OKPYXKAIOLLETO OT/Je/IbHbIE HEPBHbIE BOJIOKHA,
U MEPUHEBPUSI, OKPYXKAIOLLETO IMyYKH, MIPEACTaBIsIeT CO00it OYeHb TOH-
KY10 000JI04KY, HE JOCTYITHYIO [UISl pa3peluaronieii CnocoOHOCTH COHO-
rpacuu. Ha nonepeuHoit coHorpaMMe 310pOBblii HEPB UMEET 9XOCTPYK-
TYpy B BMIE KPOUIEYHBIX TUITIO9XOT€HHBIX MNATHBIIIEK — IYyYKHU
(WM TPYTITIBI ITYYKOB) — BHYTPU TMITEPIXOT€HHOM CETYaTON CTPYKTYPhl —
MeX(hacCUUKYISIPHbIN U TOBEPXHOCTHBIN SMTMHEBPUIL.

Mo pesynbratam Y3 U oueHuBaIv pa3Mepbl HEPBOB B IMOMEPEUYHOM
CEYEeHUU, TJIOLIA/Ab, YETKOCTh KOHTYPOB, 9XOI€HHOCTh, NuddepeHn-
POBKY HEPBHbBIX BOJIOKOH, HaJIMuKMe KpoBOTOKa. MI3MepeHus cpeIMHHbBIX
HEPBOB MPOBOIMJIMCH Ha 4 YPOBHSIX: B CPEIHEN TPETH IJieya, B 00J1acTh
JIOKTEBOH SIMKHU, Ha CEpeMHe MpeaIuieybs U Nepel] BXOAOM B Kaprajib-
HbIA KaHas. bosbiebepoBble HEPBbI U3MEPSUIMCH Ha 3 YPOBHSIX: B MeC-
T€ OTXOXAECHUS OT CEJAIMILIHOTO HEPBA, MO HUXKHEMY Kparo MOJKOIEH-
HOIA IMKM M B 00J1aCTH Tap3aJIbHOTO KaHaJa.

Pesyasrarbl. [To 1aHHbIM KIIMHUYECKOTO ocMoTpa 1 DHMI mbl pas-
NIeJIVJIA TIAMEHTOB Ha HECKOJIbKO TPYIIT: B 1-10 BOULIM 7 MallMEHTOB
C BEreTaTMBHO-CEHCOPHOI M CEHCOPHOIA MOJMHEBPOIATHIT BEPXHUX M HIK-
HUX KOHEYHOCTe (InadeTnyeckue, TOKCUKO-IMCMETa00IMYECKUE TIOTH-
HEBpOIaThm), BO 2-10 TPYIY — C MOTOPHO-CEHCOPHOI MOJMHEBpOIaTUeit
BEPXHUX U HUXKHUX KOHEUHOCTEH (HacaeICTBEHHbIE MOJIMHEBPOIIATUM) —
12, B 3-10 — ¢ MOTOPHO-CEHCOPHO-BETETATUBHOM IMOJIMHEBPOINATUEN BEPX-
HUX M HWXHUX KOHEYHOCTel (auabeTuyeckue U TOKCUKO-IUC-
MeTaboIMyecKue TMoJuHeBponatun) — 8, B 4-10 — 8§ IalMeHTOB
C MOTOPHO-CEHCOPHBIMU JIEMUEIMHU3UPYIOIIMMU TIOJTMHEBPOINATUSIMU
(ocTpasi BocriaJIuTe/IbHas IEMUETMHU3UPYIOLIAst U XPOHUYECKast BOCTIAIU-
TeJIbHAsL IEMUETMHU3MPYIOLLIAs ITOJIMHEBPOIATHS ).

B 1-ii rpynne u3MeHeHuii o CpaBHEHUIO ¢ KOHTPOJIbHOM Ipymnmnoit
He BbIsiBJIeHO. KosiebaHus 1o pa3MepHbIM XapaKTePUCTUKAM COCTaBU-
nu He 6osee 30 % OT cpemHUX 3HAYEHW. DXOT€HHOCTb HEPBOB
u auddepeHIMpPOBKa HEPBHBIX BOJIOKOH COOTBETCTBOBAIN HOPME.

Bo 2-ii rpynie pazMepbl ocTaBaIuCh B MpeiesiaX CpeIHUX 3HAYSHU,
OTMevaoch u3MeHeHue auddepeHIIMPOBKU HEPBHBIX BOJOKOH B M-
CTaJIbHbIX OTHeNaX OO0JblIeOepLIOBbIX HEPBOB y BCEX MALMEHTOB.
TIpu 5TOM U3MEHEHUS U B IPOKCUMAJIbHBIX OT/e/1aX 00JIbIeOepLIOBbIX
HEPBOB ObUIN Y 4 MALIMEHTOB, a HAPYLIEHUS CTPYKTYPbl CPEAMHHBIX He-
PBOB — y 2. DXOT€HHOCTbh HEPBOB OCTAaBAJIaCh CPETHEN.

B 3-i1 rpyrie u3MeHeHu 1Mo pa3MepaM M OXOTeHHOCTH He OTMeda-
J1och. Bblu BbIsSIBIIEHBI HapylieHUs TudGepeHIIMPOBKY B AUCTAIbHBIX
oT/esiax OoJbIIeOepIIOBBIX HEPBOB y 8§ TMAlMEHTOB, a y 2 elle
1 B TIPOKCUMAJTBHBIX OT/IENIaX ¥ B CPEIMHHBIX HEPBaX.

B 4-ii rpyrine y naiMeHToB ¢ OCTPOil BOCIAIUTEbHOM IEMUETUHU -
3UPYIOIIEH MTOTMHEBPONATHE OTMEYATN CHIKEHUE 9XOTeHHOCTH HEPBOB,
HapyieHre nuddepeHIIMPOBKY HEPBHBIX BOJIOKOH. M3MeHeHMii B pa3-
Mepax He BBISIBIEHO. [Ipy XpOHNUYECKOM BOCTIATUTEIbHOM TeMUETUHI -
3UPYIOILEH MOJMHEBPOIIATUN 9XOTeHHOCTh HEPBOB OCTaBajlach CpeIHet
WM HEMHOTO IOBBINIEHHON y BCEX MalMeHTOB, mudbdepeHIIMpoBKa
YMEpEeHHO HapyIraiach y 2 60JbHBIX. Takke OTMeUaIu yBeJIMIeHUe pas-
MepOB HEPBOB M IJIOLIAM B TIONEPEYHOM ceyeHuu 6osee yem Ha 30 %
110 CPABHEHUIO C KOHTPOJIBHOM TPYIIION.

3akiouyenne. TakuM o0pa3om, Y3 mo3BoJIsieT OLIEHUTD OTpe/e-
JIEHHBIe MOP(OCTPYKTYpHbIE U3MEHEHUST, TTPOUCXOIAIINE B Tiepude-
pPUYECKUX HEepBax MPH JOCTATOUYHO BBIPAXKEHHBIX MOJTMHEBPOIIATHUSIX,
a B cllyyae XpOHMYECKOW BOCITAIIUTEIbHON JeMUETUHU3UPYIOLLEH MO0~
JIMHEBPOTIATUM — BBISIBUTH XapaKTepHbIe aXorpaduieckue 0CoOeHHO-
CTU: yBEJIUYEHHE DPa3MepOB, YMEPEHHOE IOBBIIIEHNE JXOTeHHOCTH
HEPBOB.

NMepudhepuyeckue Heliponamuu
npu BubpayuoHHoil 6onesHu B ycnosuax
Cesepa

9.9. Konnukosa', A.A. Ko:keBHMKOB?,
C.H. Hukonaesa?, A.b. Humaena'
Cesepo-Bocmounblii pedepanvhblii yHusepcumem
um. M. K. Aumocosea, Meduyunckuii uncmumym,
2 Pecnybauxanckas 6oavhuya No 2 — [lenmp sKcmpennot MeoOuyuHcKotl
nomouyu, Axkymck

Ienb uccaenoBaHus — U3y4uTh OCOOEHHOCTH KIMHUYECKOTO Teve-
Hus nepudepuueckux Helipornatuii (ITH), dhakTopsl pucka, BIusione
Ha CTEMEHb TSKECTU UX KIIMHUYECKOTO MPOSIBIEHUS B PA3JIMYHBIX MTPO-
(heccroHaNIbHBIX TpyMIax padouMx, MOABEPraroIIMXCs BO3ACHCTBUIO
obweit Buopauuu (OB) u nokanbHo# BUbOpaumu (JIB) B ycnosusix Kpaii-
Hero CeBepa.

Marepuaibl 1 MeTOIbI. YIIyOJaeHHOe obcnenoBanue 150 mauueHToB
¢ ITH nipu BubpainmonHoii 6o1e3nu (Bb) nmpoBoauioch B yCJIOBUSIX pe-
cnyoJMKaHCcKoro rpodueHTpa. bolu BbineaeHbI 4 mpodeccuoHalbHbIe
rpynnbl: 1-s1 — Oy/ba03epucTsl (1 = 45), nonseprapiivecs KOMIIEKCHOMY
Bozzeiicteuio OB u JIB, 2-g — akckaBaToplIMKu (n = 22), oABepraroim-
ecst Bozneiicteuio OB, JIB 1 oxjtaxaatoiemy AeiicTBUI0 MUKPOKJIMMATA,
3-s1 — BoOmUTENW OOJBIIETPY3HBIX MalIMH (7 = 56), MomBepraionmecs
BozneiictBuio OB, 4-9 — maxrepsl (n = 27), nojBepraroimecs Bo3ueii-
ctButo JIB. ITo Bo3pacty 1 cTaxy paboThl 110 Tpodeccuu rpynibl ObLIU
COINOCTAaBUMBI.

Tlpu obcnenoBaHUM, KPOME HEBPOJOTMYECKOIO MCCIENOBAHUS,
BCeM OOJIbHBIM MPOBEAEHbI peHTreHorpadus WEHHOro U MOSCHUYHO-
KPECTLIOBOTO OTAEIOB IMO3BOHOYHMKA, JIOKTEBBIX, IJIEYEBBIX CYCTABOB,
KHUCTe#, xojonoBasi npoba, MaiecTe3MoMeTpus, Npoda AJieKceesa,
BoronenoBa, vccienoBaHre MBIIIEYHOM CHIbI U BBIHOCIUBOCTH. CTH-
mysstionnyto DHMI npoBomwmu 127 (80 %) 6onbHbIM, MPT mieitHo-
ro otzena mo3BoHouHuKa — 76 (50,7 %), MPT mosiCHUYHO-KPECTLIOBO-
ro otaena — 95 (63,3 %).
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s u3ydeHust (aKTOPOB PUCKA Pa3BUTHs Oojiee BBIPAKEHHBIX
cranuii [TH npu BB BbIsIB/ISIM TaKue TTPOM3BOJICTBEHHBIE U MEIUKO-
ouoornyeckue (akTopbl, KakK CTax paboOThl B Mpodeccry, YPOBHU
TIPOM3BOJCTBEHHOIM BUOpauu, couetaHHoe BosneiictBue OB u JIB,
Hanuuue GU3MIEeCKO HArpys3Ku, BBIHYXIECHHOW IMO3bI U IMEPEOX-
JIAXIEHNs, HaNPsSKEHHOCTh TPYAOBOIO IpoLiecca, BO3pacT Ha Hayajio
paboThl 1O Mpodeccry, KIMHUYECKH BBIPAKEHHBIM OCTEOXOHIPO3
MIEHOTO U MOSICHUYHO-KPECTIIOBOTO OTAEIOB MTO3BOHOYHUKA, HAJTUYHE
B aHaMHe3€e TPaBM WJIM OOMOPOXKEHUI KOHEUHOCTEl, 3a00JIeBaHUS CO-
CY/IOB HIDKHUX KOHEYHOCTE, aHOMAJIMK Pa3BUTHUS TIO3BOHOYHMKA.

Pesynbrarbl. Beayniumuy Obu Kano0bl Ha HOOIIME 00 B pyKax
¥ HOTaX, MTPEUMYIIIECTBEHHO B TIOKOE, OHEMEHHE U TTapecTe3un B KOHEY-
HOCTSIX, TTOBBIIICHHYIO 30KOCTh PYK ¥ HOL [Ipu aToM yactoTa Xkajiod
Ha 00JIM B TUCTAJILHBIX OTENIaX PYK OblTa TOCTOBEPHO BHIILIE Y IIIAXTEPOB
(77,8 %), uem y 6ynbnosepuctoB (40 %, p < 0,01), aKCKaBaTOPIIUKOB
(45,5 %, p < 0,05) u BoguTeNEl GONBIIETPY3HBIX aBTOMaIMH (37,5 %,
p <0,01). 2KanoObl Ha 601 B HOrax AOCTOBEPHO Yallle MPeabsiBIsIN
aKckaBaropiku (68,7 %, p < 0,05) u BoauTe M GOJBIIEIPY3HBIX Ma-
muH (66,1 %, p < 0,01), yem traxtepsr (37 %), a Ha OHeMeHUe PYK —
maxtepbl (74,1 %) mo cpaBHeHuio ¢ Oyibmodepuctamu (44,4 %,
»<0,01). DocToBepHO BhIILIE OblIAa YACTOTA K100 HA OOJIM B IMOSICHUY-
HOM OTIieJie TI03BOHOYHMKA Y BoguTeeit (66,1 %, p < 0,001), yem y max-
TepoB (33,1 %), a Ha GoJiM B LIEHHOM OT/eJie MO3BOHOYHMKA — Y IIaX-
TepoB (66,7 %, p < 0,05) mo cpaBHeHUIO ¢ OyIbIO3epucTamMu (26,7 %)
u Boputeasmu (39,2 %).

Hccnenosanve peduieKTopHON chepbl MoKa3aio, YTO CHIKEHUE
TPULICTTUTAIILHOTO pediekca BhISIBIIOCh Y 37 % 11axTepoB, 4TO JI0CTOBEP-
HO yaliie, yeM y Oyabro3epuctoB — 15,6 % (p < 0,05) u Bomuteneii — 17,9 %
(»<0,05). Y 62,5 % Bonuteseil BBISIBIISUTA CHIDKEHYE aXUJUTOBBIX pedhiek-
COB, UTO OBLTO TOCTOBEPHO Yallle, 4eM y 1maxrepos (29,6 %, p < 0,01).

HccnenoBaHue 4yBCTBUTEIEHOCTH BBISIBUJIO HAJTMIKME TUTTATE3UH
B IMCTAJIbHBIX OTAEIaX PyK JOCTOBEpHO yartie y maxrepos (70,4 %, p <
0,05), yem y Oyabno3epuctoB (44,4 %), skckaBatopiukos (40,9 %)
u Bogutesei (50,0 %), B IUCTaIbHBIX OTIEIaX HOT — Y Oy/IbI03ePUCTOB
(40 %, p < 0,05) o cpaBHeHwuIo ¢ maxrepamu (14,8 %). Tunanresus
0 TUITY «JIaMITACOB» B HYXKHMX KOHEYHOCTSIX BBISIBJISUIACH Yallle y OyJIb-
nosepuctoB (31,1 %, p<0,05), skckaBaropuukos (40,9 %, p < 0,05)
u Boguredneit (35,7 %, p < 0,05), yem y traxtepos (11,1 %). B rpymnme
9KCKABaTOPIIMKOB TOCTOBEPHO Yallle, YeM B IPYTUX IPYIINax, BhISIBIS-
Jlach TUTIAJITE3UsT B 30He MHHEPBAIlMU JIOKTEBOTO HepBa cripasa (22,7 %,
p < 0,05). B rpynre OyJiba03epUCTOB AaHHbBI CUHIPOM BbISBISUIICS
y 2,2 %, B rpyrie Boguteneil —y 3,5 %, B rpymre maxtepoB —y 3,7 %.

CrumynsimonHass DHMI onpenennia Bo Bcex 4 TpyIinax y nmpena-
JIPYIOLIETO GOTBITMHCTBA OOJTBHBIX CHYDKEHUE CKOPOCTH TTPOBEICHUS
HVIMITYJTbCa 110 TUCTATbHOMY OTPE3KY CEHCOPHBIX BOJIOKOH CPEIMHHOTO
HepBa (67,7; 64,7; 68,3 1 65,0 % cooTBeTcTBEeHHO B 1, 2, 3 1 4-i1 Tpym-
max). B rpymnme maxrepos yarie (68,4 %, p <0,05), 4eM B TpyIinax 0yib-
no3epuctoB (40 %), akckaBatopinukos (57,9 %) u Bogureneit (50,0 %),
BBISIBJISTM CHYDKEHKME CKOPOCTH MPOBEICHMSI UMITYJThCa MO TUCTATLHOMY
OTPE3KY CEHCOPHBIX BOJIOKOH JIOKTEBOTO HEpBa.

Ilpy M3ydYeHUN YacCTOTHI BIUSIHUSI MTPOU3BOACTBEHHBIX (haKTOPOB
pucKa pa3BUTHs BblpaxkeHHbIX cTaauii [TH nipu BB BeIsiBIEHO 10CTOBEP-
HOE MpeBAIMPOBaHUE PAbOUMX CO CTaKeM PabOThI CBbILLIE 25 JIET B TPyIi-
ne BB II-I1I cranuu co croiikumu niposisnenuit [TH, uem B rpymnirie Bb
I—II ctanuu c cydbkomneHcupoBaHHbIMU TNposiBieHusiMu [TH. B rpynne
BB II-III cranuu Takke nocToBepHO vaiie, yeMm B rpyrmre Bb I-I1I cra-

UK, oTMevau Bosaeiictsue OB, npesblilaoleil mpeaeabHO JOMyCTH -
MBIii ypoBeHb Ha 6—12 1B, couetanHoe Bo3neiictBrie OB u JIB, oxnaxkma-
I0llleT0 MMKpPOKJMMaTa pabouyeil 30HbI, Takxke Havaja padoThl
B BUOpoormacHoii npodeccun nocie 40 JeT, 0CTEOXOHAPO3a LIEHHOro
OT/e1a MO3BOHOYHMKA BbIPaKEHHOI cTanuu. BbIHyXAeHHas padoyast
moza 6osee 50 % paboueit CMEHBI C PETMOHATBHBIM MBIIICYHBIM TTe-
peHanpsikeHMeM OTMevaslach OIMHAKOBO YacTO B 00EUX IpyIIax y npe-
BaJIMPYIOLIETO YKCIa UCCIIeTYeMbIX.

BoiBoapl. TakuM 00pa3om, B pesysibraTe 00C/IeIOBaHUSI BO BCEX
4 rpyninax Haubosiee yacto cpeau [TH BbISIBIISUIM TOJMHEBPONATUM CEH-
copHOro xapaktepa. KoMIpecCMOHHO-UIIEMUYECKYI0 HeilpornaTtuio
JIOKTEBOT'O HEPBA Ha JIOKTEBOM YPOBHE U lIeiiHbIe pedIeKTOPHbIE CUH-
JIPOMBI TOCTOBEPHO Yallle BBISIBJISUIM Y 9KCKaBaTopuIMKoB. [TpeBanupo-
BaHue Oosiee BbIpaxXeHHbIX cranuii [TH npu BB y sKckaBaTopuinkos,
BO3MOXHO, CBSI3aHO C XapaKTePHbIM JUISl YCJIOBUIA Tpyaa JaHHOM npodec-
CHOHAJILHOM TPYIIbI KOMITIEKCHBIM BosaeiictBueM OB, JIB u Hu3Kkux
TEMIIEPATYP OKPYKAIOILETO BO3/1yXa IPU PEMOHTHBIX padOTax Ha OTKPbI-
TON TIJIOIIaAKe. BBISIBICHO 3HAUMTENIbHOE MMPEeBAIMPOBAHUE YACTOThI
MOSICHUYHO-KPECTLOBBIX PAAMKYJIONATUIl B MPOGMECCUOHATBHBIX IPYII-
rnax, nojgepratoimxcst Bozaeictsuio OB 1o cpaBHeHUIO ¢ rpynmnamu
pabounx, KoHTakTupyomux ¢ JIB. [TporHocTnyecku 3HaYMMbIMU (hakK-
TOpaMU pUcKa pa3BUTHS Oosiee BbipakeHHbIX ctanuit [TH npu BB B yciio-
Busix KpaiitHero CeBepa SIBISIIOTCS TaKK€ MPOU3BOICTBEHHbIE U MEIMKO-
Oouosiornyeckue (hakropbl, Kak cTax paboThl Mo Mpodeccuu CBbILIE
25 net, Bo3meiictBue OB, mpeBblaloNIell MPeneabHO TOMYCTUMBIM
ypoBeHb Ha 6—12 1B, coueranHoe Boszaeiicterue OB 1 JIB, nepeoxiaxie-
HUe, Hayasio paboThl B BUOpoonacHoi npodeccuu nocie 40 jet, ocreo-
XOHJPO3 LIEHHOro OT/Ae/a MO3BOHOYHMKA BbIPAXKEHHOM CTaaInu.

Memop HeuHBa3uBHOI OUEHKU KOMNO3uyuu
CKeNemHbIX MblluY Yy NayueHmon
¢ 3aboneBaHuAMU ONOPHO-ABUraMENbHOr0
annapama u yny4wenue ux hyHKYuoHanbHoro
COCMOAHUA MEMOOM (DYyHKUUOHANLHOI O
buoynpasneHus

N.C. Kocos, C.A. MuxaiiioBa
DI'BY «llenmpanvhoiii uHCMUmMYm mpasmamono2uu u opmoneouu
um. H.H. Ilpuoposa» Munszopasa Poccuu, Mockea

Heiipodusunonornyeckre MeTOAbI OLIEHKU (YHKIIMOHAJIBHOTO
COCTOSIHUS Nepudepruieckoro ONopHO-IABUraTeIbHOTO arapaTa sBJsi-
I0TCSI HEOOXOMMBIM YCJIOBHUEM pa3pabOTKM TAKTUKHU JICUEHUS U KPUTE-
puem ero apdexTuBHOCTU. [TpU 3TOM HCClIeTOBaHUE COKPATUTEIILHOM
(YHKIMU CKEJIETHOW MYCKYJIAaTypbl, OMpenessionieecss KOMITO3UIuei
a3zuuecKnx ¥ TOHMYECKUX BOJIOKOH, B KITMHUKE TTPOBOIUTCS JTOCTATOU -
HO PeKo.

Ileas wuccienoBanuss — U3y4YeHHE afalTallMOHHBIX M3MEHEHUI
HEPBHO-MBIIIEUHOTO arlnapara MalreHTOB ¢ 3a00JIeBAHUSIMU OITOPHO-
JIBUTATEJILHOTO arapara, pa3padboTka MpUHILIMITOB peaduIUTallMOHHBIX
MporpaMm 1 Kputepren 3(PHeKTUBHOCTU UX UCTIOJIb30BAHMS B KITUHUKE
TPaBMaTOJIOTUU U OPTOTEIUM.

Marepuajbl U MeToabl. B MccienoBaHue BKITIOUEHBI AaHHbE 125
OOJIbHBIX C BPOXKIAEHHBIMU U TIPUOOPETEHHBIMU 3a00JIeBAHUSIMU OTTIOPHO-
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JIBUTATEJIbHOTO arrapara HUXKHUX KOHEYHOCTEH, POLIeAIINX 00CIe10-
BaHue B riepuon 2005—2013 rr. B 1abopaTopru KIMHUYECKOUN (DU3ronorum
u 6uomexanuku LIMTO um. H.H. TTpuoposa, rpu 3ToM ObUIH UCKITIOUEHbI
MauuMeHTsl ¢ npusHakamMu nopaxkenusi [IHC u neHTpanbHOl HepBHOM
cucrembl. MiccnenoBanv kKuHemMatuyeckue 1 OMI-niapameTpsl pu pea-
JI3alMKM aBTOMAaTU3UPOBAHHBIX JIOKOMOLIMI — TPU CTOSIHUM U XOIb0Oe
(6romexaHMKa MOXonKHu, Metoauka Motion Capture), a Takxke IaHHbIE
cymmapHoii ODMI ¢ MOCTIPOLIECCOPHBIM CIIEKTPATbHBIM aHATTM30M 3aTTi -
ceit, ToHycoMmeTpuu, mexaHomuorpabhun (MMI) ¢ wucnosb3oBaHUEM
pa3paboTaHHOTo MajlorabapuTHOrO MEXaHOAATUMKa B YCIOBUSX U30Me-
TPUUYECKOTO HAMPSIKEHMST MBILLILL (Ha KOMILJIEKCHOM aHaiu3arope ConAn).
B Liesisix 1ocTvKeHUs: JOCTOBEPHBIX TTOBTOPSIEMbIX PE3YJIBTaTOB MPOBOIU-
JIM HECKOJIbKO Mpo0 B TeyeHue 1 nccnenoBanusi. CpaBHUBAIN ¢ JaHHBIMU
3MOPOBBIX JIMILL (7 = 12) /WK HEMOBPEXIEHHOM KOHEYHOCTH (1 = 57)
repes JjedeHeM, B IPOLIECCe U MOC/ie OKOHYaHMS Kypca JeUeHUSI.

OCHOBHbIE U3MEHEHHS MBIILILL TOPAaXeHHO KOHEYHOCTH XapakTe-
PM30BaIMCh CHUXKEHKUEM MBIIIeUHO cwibl 1o 1,0—2,5 6ajuia mo mikaie
MMT, amuotpodueit pa3TMuHO cTeneHu BbipaxxeHHOCTH. [Tpu aHanu-
3¢ roka3aresieit ObUIM BbISIBJICHBI TUTTMYUHbIE U3MEHEHUSI OMO3JIEKTPUYEC-
KON aKTMBHOCTM MBIIIIL, KOppeJaupylouue ¢ uaMeHeHussMu MMIL
CpefHsis aMIUIUTyIa OMO3JIEKTPUUYECKOM aKTUBHOCTU TMOPAXEHHBIX
KOHEYHOCTe# Obljla CHUXKEHA HE3HAUUTEIbHO OTHOCUTENIBHO MOPaXeH-
HOM CTOPOHBI, TPU 3TOM CIIEKTPATbHBIN aHaIu3 1Mo Metony Pypbe 1o-
KazaJl, YTO MaKCHMYM YacTOT Auara3oHa ocuuisiiunii DMI «310poBoii»
CTOPOHBI pacroarajics B nuarna3oHe 20— 160 Iix (B 3aBUCMMOCTH OT Tpe-
00J1alaHusl TOHMYECKO# wiK ha3uueckoii (hyHKIIMU MBILLLIbI), Ha CTO-
POHE MOBPEXIEHUST CMEILAJICS B BBICOKYIO YacTh criekTpa — 90—260 T,
TaM Xe TMPOCIeXKXUBAIOCh CHUXEHME TOHyca (MHAUBUAYaJIbHO OT 8,8
no 71,2 xIMa) u uamenenue ¢hopmbl MMI 110 COOTHOILIEHUIO ITTUTE/b-
HocTH (ha3 coOKpallleHuUs! U pacciabieHusl.

BblIsiBlIeHHbBIE UBMEHEHUST CBUIETEILCTBOBAIN O MEPECTPOMKE ap-
XUTEKTOHUKH ABUTATEIBHBIX SIIMHUI] MBIIIILL TOPAXKEHHBIX KOHEYHOCTE !
B CTOPOHY CHMKEHUSI TOHUUYECKUX U (ha3ruuecKux hyHKIUI OTHOCUTEb-
HO <«3/I0POBbBIX» MbIIIII.

B 1ensix Koppekuuu naTojJornyecKux U3MeHEHU I UCTTOIb30BaTU
MeTOoJI OMOJI0TUYECKOiT 00paTHOI cBsi3u 110 DMI ¢ npoiieccom obyuUe-
HUs U30MpaTeIbHOMY HampsKEHUIO MBIIILL. MeTOAUKY JIeYeHUS CO-
CTaBJISIM MUHAMBUIYATbHO, 3(D(GEKTUBHOCTD MPUMEHEHUS TOATBEPIU-
JIM JaHHBbIE KJIMHUYECKOIro cTaTyca MalMEeHTOB, € NPUOIMXKEHUEM
OMOMEXaHUYECKUX U 3eKTPODU3NOJOTUYECKUX TTapaMETPOB K HOpME
y 87 % nposiedeHHbIX OOJIBHBIX.

BoiBonpl. Pa3paboTaH 1 anpodupoBaH METO/ OLIEHKU KOMITO3ULIMU
CKEJIETHBIX MBIILILL, TO3BOJISIIOIIUI JaTh KAYECTBEHHYIO M KOJIMYECTBEH-
HYIO OLEHKY COKPATUTEbHON (DYHKLIMU MBIILIEYHON TKAHU.

Hcnonb3zoBaHue MeToa GyHKIMOHAIBHOTO YIIPaBJIEHUSs TO3BOJIS-
€T 3HAYUTEJIbHO YIYYLIUTh (PYHKLIMOHATBHOE COCTOSIHUE OKOJIOCYCTaB-
HBIX MBILILL U MOBBICUTH 3((HEKTUBHOCTH PeaOUIUTALIVU.

MumoxoHapuanbHblie HapyweHus
Nnpu HacneacMBEHHbIX HePBHO-MbIWEYHbIX
3aboneBaHusax u MuacmeHuu

C.B. Kortog, b.B. Aradonos, . A. Kazanuepa, O.I1. Cunoposa,
E.B. bopoaarasa
T'hY3 MO «Mockogckuii 061acmHoli HAY4HO-UCCACO08AMENbCKULL
Kaunuveckutl unemumym um. M.®D. Bradumupcroeo», Mockea

Ienb padoOTh — U3YYUTHh PYHKIIMIO MUTOXOHAPHI TIPU HACTIEeI-
CTBEHHBIX HEPBHO-MBIILIEYHBIX 3200JIeBAHUSIX.

Marepuasibl 1 MeToabl. OOCIEI0BAHO 55 B3POCIIBIX MALMEHTOB C Ha-
CJIENICTBEHHOM HEPBHO-MBIIIEYHOM MATOJIOTHEN: ¢ HACTIENCTBEHHON MO-
TOpHO-ceHcopHoii Heliponatreit (HMCH) — 26, MUOTOHUYECKOI TUCTPO-
(ueit — 3, OGokoBbIM amuoTpoduyeckum ckiepozom (BAC) — 3,
rporpeccupytonieii MpiteyHoit nucrpodueit (IMMI) — 22 (Jlanmyzu—/e-
xepuHa — 7, mia3Hoil — 3, bekkepa — 3, 60J1€3HbIO LIEHTPAIBHOTO CTep-
KHs1 — 3, ¢ cuHnpomoM KepHca—Celipa — 2, ¢ HEyTOYHEHHOI (hopmoit — 3,
MOSICHO-KOHEYHOCTHOI — 1) 1 ¢ MuacteHueil — 1. [TpoBoaWIN LUTOXUMU-
YeCcKMii aHau3 JMMGbOLUTOB B Tiepudeprdeckoit KpoBu. OleHHUBaIU
4 (epMeHTa MUTOXOHIPHUIA, YJACTBYIOIIUX B YIJIEBOTHOM OOMEHE (JIaKTaT-
nerunporenasa — JIAT'), oOMeHe aMMHOKHUCIIOT (TIyTaMaTIeruaporeHasa —
'AD),

Haza —a-T'DAT) u Il KOMIUIEKC AbIXaTeJbHOW LIEMM MUTOXOHIPUA

oOMeHe XKMpPHBbIX KHUCJIOT (a-riauuepodocdaraeruapore-

(cykuuHaraeruaporeHasza — C/AIN). Onpenensiv ypoBeHb JlakTata B KPOBU
10 ¥ TIocsIe ebl (Harpys3ku yriaesonamu). Uit KOppeKIMU MUTOXOHIPH -
JIbHBIX HapyLIEHUI NMPUMEHSIM uaedeHoH (HoOeH) B go3e 90 mr/cyt
(2 xaricyibl 1o 30 mr yrpoM 1 1 gHeM 10 16.00). MccenoBaiv MbILIEYHYIO
CUJIY IO S-0aJlJIbHOM crCTEMe M KOTHUTHBHBIE (hyHKLIMY 110 1Kaie MMSE.

Pesyasratel. [Ipy HMCH ypoBeHb JlakTaTa ObLT yBeIuueH B 76 %
cJIydaeB, TI0cjie Harpy3Ku yrieBogamu rosbiiaics B 50 %. CAT ysenu-
YeHa y MOJIOBUHBI 00JTbHBIX, CHIDKeHa B 33 %. a-T DT cHikenay 67 %
60JbHbIX, [IT—y 75 %, JIAT noseiieHa y 45 %. I1pyu MMOTOHUYECKOI
nuctpobun, BAC, cunapome KepHnca—Ceiipa, 601€3HM LEHTPaJIbHOTO
CTEPXKHS, OSICHO-KOHEYHOCTHOI, rasHoit [IM/1, muonaruun bekkepa
u HeytouHeHHOU [TM/] oTMeYeHO M3MEHEHHE KaK IIMTOXUMUYECKHUX
rokasareJieii, Tak U YpOBHS JJakTata B KpoBM (IoBbIlIeHUE). [Tpu Muo-
natuu Jlanaysu—JlexxeprHa uU3MeHeHUE LIMTOXUMUYECKUX IoKa3aTeeit
OTMeYaJii y BCEX MalMEHTOB, Y MOJOBUHBI OOJbHBIX YPOBEHb JIaKTaTa
B KpOBH ObLI B HOpME. [Ipy MUacTeHUM TakKe OTMEUEHO YBEJIMYEHUE
YPOBHS JlaKTaTa M HW3MEHEHUE ILMTOXMMUYECKMX I[oKa3areleii,
CBUJIETEJICTBYIOIIMX O TUTTOKCUU.

J1151 KOppEeKIMU MUTOXOHIPUAJIbHBIX HapylueHuit 14 nauueHTam (8
c[IM/1, 5¢c HMCH, 1 c MmuacreHueit) Obu1 Ha3HaUeH UAeOeHOH (HOOEH).
B o6wueit rpynmne 6osbHbIX [IMJ] 0oTMEUYEHO yBeJIMUYEHUE MbILLIEYHOM
CHJIBI (CTATMCTUYECKH TOCTOBEPHO NeJILTOBUIHOM, TBYTJIABOM MBIIIILIBI
ieva, MOAB3AOUTHO-TIOSICHUYHOM MBIIIIIbI). Cujia OCTaTbHBIX MBIIIILL
yBeJnuuiIach MeHee 3HauuTebHo. [Tpy HMCH Takske orMedeHa noso-
SKUTETbHASI IMHAMMUKA: YITyJIIIach BUOPALIMOHHAST YYBCTBUTEILHOCTh
B NajIbliax CTOI, 0oJieBasi YyBCTBUTEIBHOCTbh B KOHEUHOCTSX, YBEJIU-
yuaach CUjla B JUCTAJIbHBIX OTAENaX KOHeyHocteil. [1pu mMuacteHuun
MbIllIeYHAas cujia yBeJIMumiIach Ha 1—2 6asia. Y Bcex malueHToB HabJio-
TN YIy4dIIeHe KOTHUTUBHBIX (DYHKIIMIA.

3akmoyenue. TakuM 00pa3oM, MpU HACJIEACTBEHHON HEPBHO-MbI-
LIEYHOM MAaTOJIOTHH, TaXe He SBJISIIOIIECs TepBUYHO-MUTOXOHIPHAITb-
HBIM 3a00JIeBaHUEM, OTMedaeTcsl HapylieHrue GyHKIIMH MUTOXOHIPHIA,
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MPOSIBJISIONIEeCS KaK MU3MEHEHMEM LIMTOXMMMUYECKUX MOKa3aTesIeil, Tak
M TIOBBILIEHUWEM YPOBHS JIaKTaTa B KPOBM, YTO CJYXHT IMOKa3aHUEM
ISl Ha3HAYEHMSA SHEPrOTPOIHOIA TepanuK — NpenapaToB KO3H3UM Q
(KynecaH, KyneBuTa, HOOEH (MIeOEHOH)) M KapHUTUHA (KapHUTOH,
KapHULeTUH). YautbiBast He 100 % HapyleHWs pa3TMIHbIX BUTOB 0OMe-
Ha B MUTOXOHIPUSX, Mepell Ha3HaYeHWEM JIEKAPCTBEHHBIX TTpernapaToB
cJIelyeT MPOBECTH IIMTOXUMUYECKoe uccienosanue. CiemayeT Ha3HaYaTh
OIIHOBPEMEHHO OTIpee/ieHre YPOBHS JlakTaTta B KPOBH IO U ITOCTIe Ha-
TPY3KH YIJIeBOIAMM M IIUTOXUMUYECKOE MCCIIeNOBaHNUE, TaK KaK YPOBEHb
JIaKTaTa B KPOBM HE BCEr/a MOBBIIIEH, a B HEKOTOPBIX CJIydasix OTMeYaeT-
Csl TIOBBILLIEHWE YPOBHS JIaKTaTa IMPU HOPMAaJbHBIX LIUTOXUMUYECKUX

ToKasaresdx.

MpuHyunol npoBeaeHus
Heillipothusuonoruyecxoro
UHmMpaonepayuoHHOro MOHUMOPUHra
B ycnoBusax MepepanbHoro yenmpa
mpaBmamonoruu, opmoneguu
U 3ngonpome3supoBanua (Yebokcapnbi)

B.A. Ky3pmuna', M. K. Uiapuonosa’, 1. B. Muxaiiniosa?,
A.P. Cionmiokos!, A.JI. Bnagumupos!
'DBTY «Dedepanvhviii yeHmp mpasmamonoeuu, Opmoneouy
u 3Hdonpomesuposanus» Munzdpasa Poccuu, Yebokcapul; kagedpa
ynkyuonarvhoil u nabopamopnoi duaenocmuxu *OIrb0Y BIIO
«Yysawiciuil cocydapcmeentulii yHueepcumem
um. U.H. Yavanosa», Yebokcapol

TIpuMeHeHue uHTpaorepaunoHHOro HelipoMoHuTopuHra (MOHM)
MpU XUPYPTUYECKUX BMELIATEIbCTBAX, B XOJ€ KOTOPBIX MOTYT ObITH 3a-
TPOHYTbI HEPBHbIE CTPYKTYPhI, B HACTOSIIIEE BPEMSI CTAHOBUTCSI MUPO-
BbIM CTaHIApPTOM. BaXXKHbIM 3TarioM pa3BUTHUSI MHTPAOIEpallMOHHOMN
Heiipodusnonoruu B Poccun crano npuaaHue eit craryca «o0si3aresb-
HOTO YCJIOBUSI» BBITIOJTHEHUSI BbICOKOTEXHOJOTUYHBIX XUPYPrUYECKUX
BMEILLATEbCTB B OOJIBILION IPYIIIE HEUPOXUPYPTUUECKUX U CITMHATIBHBIX
oneparui.

Tlon HEtPOMOHUTOPUHIOM CJIE/IyeT TOHUMATh HEMpepbIBHOE HA0JIO-
JIEHUE 32 COCTOSIHUEM CTPYKTYP HEPBHOI CUCTEMBI U1 CBOEBPEMEHHOTO
OOHapyXeHMs OMacHBIX OTKJIOHEHUH OT HCXOAHOIO YPOBHS
X GYHKIIMOHUPOBAHUS.

TTposenenre MOHM ripu onepauusix Ha MO3BOHOYHUKE BKJIIOYAET
4 OCHOBHBIX 2Tara.

1. Tect Ha muopenakcantsl (TOF) ucnonb3yercst 11 U3MepeHust
CTEeTeHW HEPBHO-MBbIILIEUHOM OJIOKA/IbI. DTOT TECT MO3BOJISET UCKIIOUUTh
JIOXKHOOTPULIATEIbHBIE PE3YJIbTaThl, 00yCI0BIEeHHbIE 3(hdeKkTamu napa-
JIMTUYECKUX CPENCTB. MOHUTOPUHI HEPBHO-MBIIIEYHOIO 0JI0Ka OCy-
LLECTBJISIETCS MTYyTEM CTUMYJISILIMM COOTBETCTBYIOIIETO HEPBA U perucTpa-
LM BBI3BAHHOTO  CYMMapHOro MOTOPHOTO  TIOTEHIMaja
B MHHEPBUPYEMOI1 UM MBIILILIE.

2. Pexxum koHTposts npudmkeHus K HepBy (N. Proxy) nmossouisier
KOHTPOJIMPOBATh KOPPEKTHOE (hopMUpOBAHME KaHaIa Il TPAHCIIEAN-
KyJsipHoro BuHTa. Ha MHCTpymMeHTe Xupypra duKcupyercs Metis,
Ha KOTOPYIO MOAAETCS MEKTPUUECKU cTUMYJ. OTBETHI, MOJTyYEHHbIE

TP HU3KHUX 3HAYCHUAX MOIIHOCTU CTUMYJIALMHU, YKa3bIBalOT Ha TO,

YTO MHCTPYMEHT NMpUOIU3UICS K HepBY. Kpome TOro, KOHTpoJMpoBaTh
NMpUOIMKEHUE K HEPBY MO3BOJISIET 3BYKOBOM CUTHAJI OOPAaTHOM CBSI3U.
ToHanbHbIe CUTHAJIbI BHICOKOW M HU3KOM YacTOThI YKa3bIBalOT Ha TO,
YTO MHCTPYMEHT, Ha KOTOPbIil MOJAETCs TOK, HAXOIUTCS COOTBETCTBEHHO
OJIKe K HEPBY WJIU JaJible OT HEro.

3. PexuM NpoOBEpKM LEJOCTHOCTU TPAHCHENAMUKYISIPHOTO BUHTA
(Screw Integrity) nmpeaHa3HauyeH J1jisi ObICTPOrO aBTOMATUYECKOTO KOHT-
POJISi MPaBUJIBHOCTHU €r0 YCTAHOBKM BO BpeMsl (puKcally MO3BOHOYHMKA.
J17151 KOHTaKTa C BUHTOM M €r0 CTUMYJISILIMK UCTIONb3YETCS 30H1, HarpaB-
JisieMblid xupyproM. O KOppeKTHOI YCTAaHOBKE BUHTA CBUAETEIbCTBYET
nosieHre DMTI-oTBeTa Ha CTUMYJT BBICOKOI MOLLIHOCTH JIMOO €ro oT-
CYTCTBHUE.

4. TpaHCKpaHUaJIbHAas! 2JEKTPOCTUMYJISILIMS MOTOPHBIX BbI3BAHHBIX
noreHuuanos (TCeMEP) npeaHa3HadeHa J1j1si MOHUTOPUHTA IBUTATE b~
HBIX TyTel M perucrpaluyyd OTBETOB B COOTBETCTBYIOILIMX OOJACTIX
MBILILL 1S CTUMYJISIIMU MOTOPHBIX BbI3BAHHBIX TOTEHLIMAIOB 3JIEKTPO-
JIbl YCTaHABJIMBAIOT TOJ KOXY BOJOCHUCTOUM 4acTW TOJIOBBI O JIMHUU,
OTCTOSILIEN Ha LIMPUHY OJHOIO TNasiblia Briepea (IO HarpaBieHUIO
K Hocy) oT Touek C3 u C4 1 COOTBETCTBYIOIIEH MPOEKLIUU MOTOPHOI
30HbI KOPBI.

[Tpu HelpoXupypruyeckux orepauusix J0MOJIHUTETbHO MPOBOAUT-
cs McclieloBaHUE CITMHHOMO3TOBBIX KOPELIKOB € MOMOILBIO aBTOMATH-
YECKOM 2JIeKTPOCTUMYJISILIMU. 310pOBble HEPBHbIE KOPEILIKHU, 00eCcreymn-
BaloUIMe WMHHEpPBALUMIO MbILIL, OObIYHO AarT DMI-oTBeThl mNpu
MOULIHOCTU cTUMYJIa < 2 MA.

[Mpu npoBeneHUU XUPYPruyecKux BMELIATEbCTB MOl KOHTPOJIEM
MOHM 151 mostydeHust AOCTOBEPHBIX JaHHBIX U UCKITIOYEHUST JIOXK-
HOOTPHUIIATEIbHbBIX PE3YJbTaTOB UCCIEI0BAHUS HEOOXOAUMO YUUThI-
BaTh AEMPECCOPHBIN 3 GHEKT aHECTETUKOB Ha MapaMeTPhl BbI3BAHHOM
akTuBHOCTU. OnTtuManbHoit i MOHM gBisieTcss BHyTpUBEHHAs
aHeCTe3us C MOMOLIbIO TUITHOTUKA Mpornodoia U aHajdbreTuka GeH-
TaHUJIA B COYETAHUU C BABIXaHUEM KHUCJIOPOIHO-BO3AYILIHONW CMecHu
U VHTAJISILIMOHHBIX AHECTETUKOB, 1032 KOTOPBIX KOHTPOJUPYETCS
Mo MaKCHUMaJbHOU aibBeoisipHOil KoHueHTpauuu (MAK). Ilpu
HE0OXOJMMOCTU UCITOJb30BAHUS MUOPEJIAKCAHTOB MPUMEHSIOT Ipe-
rnapathbl CpeiHel MPOAOKUTEIbHOCTHU NeMCTBUS.

B ®enepanbHOM LIEHTPE TPABMATOJOTMH, OPTOTIEANM M SHIOIIPO-
Te3upoBaHus I. Yebokcapbl ¢ Mas 110 n1ekadpb 2013 1. ObLI0 MPOBEIEHO
53 onepaunu noa koHtposiem MOHM. Tlo nmoBony uanonaTuieckKoro
CKOJINO03a TPYAHOTO, MOSCHUYHOIO WU IPyao-TIOSICHUYHOIO OTHEJIOB
MO3BOHOYHMKA MPOOIepupoBaH 41 60IbHOI, TTO TOBOY TPaBMbI ITO3BO-
HOYHMKA — 2, UCTMUYECKOTO CIOHAWJIONUCTE3a — 2, CIOHAWIONNU3A
nyxek LS — 1, BpOXIEHHBIX TTOPOKOB Pa3BUTHS LIEHHOIO, IPYAHOTO,
MOSICHUYHOTO OTAEI0B MO3BOHOYHMKA — 3, CTEHO3a MTO3BOHOYHOI'O Ka-
Hajla — 4 maumeHTa.

MOHM BeinosHsiicst ¢ npumeHeHueM cucrembl NIM — Eclipse
System ¢upmbl Medtronic. Mrosbpuatbie 2JIEKTPOIbI yCTaHABIMBAIU
B MUOTOMBI, COOTBETCTBYIOLLIME CETMEHTAM CIIMHHOI'O MO3Ta Ha ypOBHE
MPOBOAMMOTO XMPYPTrUUECKOro BMEILIATENbCTBA, NEPe OOKIIaIbIBAHUEM
MalKeHTa onepaloHHbIM OeJIbEM U CO3IaHUEM CTEPUIIBHOTO OIepalii-
OHHOTO MOJIS.

DHAO0TpaxealbHblil HAPKO3 0a3MpoOBaJICs Ha €NMHBIX CTaHIApTaXx.
B cocTtaB mpemenukauMu BXOIWUJIM aTPONMH, CUOA30H (peJaHUyM)
WJIM JOPMHMKYM, TUMEIPOJT, KOTOpbIe BBOMWJIMCH B/B 3a 5 MUH 10 Havaia
aHecre3uu. MHIYKUMIO aHeCTe3UU NTPOBOAWIIN B/B BBEJEHUEM TPOTIO-
(ona. MHTyGaUMIO OCYIIECTBIISUIM OPOTpaxeaJbHbIM METOIOM IOC/e
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B/B BBEICHUS MMOpeIaKCcaHTa CyKCaMEeTOHUSI XJIOpHU/ia WM LIUcaTpaKy-
pust 6e3unara. [Tocae nHTYOaLMK OOJIBHBIX TEPEBOAMIN HA UCKYCCTBEH-
Hylo BeHTWIsiLMIO Jerkux (MBJI). 1ns noanepxuBaiolieil aHecTe3uu
MCTOJIb30BaN (heHTaHuI, rporodoi, ceBoduiopad B MAK 0,3—2,0 %.

[IpoBeneHre HEPOMOHUTOPHHTA B ITPOLIECCe OTIepaLIK TTO3BOJIH-
JIO XUpypram IeiicTBOBaTh O0Jiee TOYHO U YBEPEHHO, 130eKaTh BO3MOX-
HBIX HEBPOJOTMUYECKUX OCIIOXKHEHUI U COKPATUTh BpeMeHsT Ha BOCCTa-
HOBJICHME U 3aTpaThl HA PeaOMIUTALIMIO.

TakuMm 00pa3oM, Ha CETONHSIIHUN TeHb WHTPAOTepaliOHHBII
KOHTPOJIb LIEJIOCTHOCTH HEPBHBIX MIPOBOMSIIMX ITyTeil BCe IIMpPE BHE-
IpsieTCsl B €XKeTHEBHYIO MPAKTUKY, TAK KaK CHIKEHUE pUCKaA SITPOTeH-
HBIX HEBPOJOTUYECKUX OCJIOXKHEHHMI CTAHOBUTCST OMHOM U3 KITIOYEBBIX
3a1a4 B YCJIOBHUSIX TOCTOSTHHO YBEIMYMBAIOLIETOCS KOJIMYECTBA IIPOBO-
TMUMBIX OTIEPATUBHBIX BMEIIATEIbCTB.

Cnyyaii MumoxoHapuanbHoil
HellporacmpouHmeHcmuHanbHoli
3HyethanoMuonamuu ¢ fekpeMeHmom
Npu pumMMuYecKoil cmumynayuu

C.A. Kypoaros', B.I1. ®enoros?, I1.T. Ilpirankosa’,
E.1O. 3axaposa3
! AY3 BO «O6aacmmoii KauHu4eckuil KOHCYAbmamueHo-0uazHOCMUu4ecKull
yernmp», Boponesc;
2 bY3 BO «Boponexcckas obaacmuas kaunuueckas 60avhuya No I»;
SOIBHY «Meduko-eenemuueckuil HayuHwlil yenmp», Mockea

BBenenue. BoipakeHHBIN KIMHUIECKUI MTOTUMOPGOU3M U MHO-
roo6pasue opm HaCIeICTBEHHbIX HEPBHO-MbILLIEYHbIX 3200JIeBAaHU I
CTaBIT Tepel MPAaKTUKYIOIUMU BpayaMU-HEBPOJIOTaMU CIOXHYIO
IMarHocTuyeckyto 3aaady. CoBpeMeHHbIE MOJIEKYJISIPHO-TeHEeTUYE-
CKME METO/bl PacIIUPSIOT 1Mara30H BO3MOXHOCTEM 115 Bepuduka-
MU JUarHo3a. Mbl TIpelacTaBlisieM TEepBBIM Caydyail TUArHOCTUKU
B Poccry MUTOXOHIpHATBbHOIM HEMPOTaCTPOMHTECTHHAILHOM dHIIeda-
nomuonatuun (Mitochondrial neurogastrointestinal encephalomyopathy,
MNGIE, MIM: 603041) ¢ HoBo#l MyTauueun
nuHdochopunazel (TYMP). MNGIE kpaiiHe penkoe ayToCOMHO-pe-

réHa THUMHU-

LIeCCMBHOE 3a00JsieBaHUE, OTHOCUTCS K MEHIETUPYIOLUIMM MUTOXOH/I-
puagbHbBIM 3a00JieBaHUSIM C e0I0TOM BO 2-fi JeKane M cpenHeit
MPOAOCIKUTEIbHOCTBIO KU3HU 37 JIET, C MOPaXEHUEM HEPBHOM, MbI-
LIEYHO! M MULIEBAPUTEIBHON CUCTEM.

MNGIE o6ycnonena mytauusmu saeproii JTHK (stokyce 22q13).
MyTaHTHBII TeH NMPUBOAUT K HApyllIeHHIO0 paboThl (hepMEHTa U HAKO-
IUIEHUIO TUMMAMHA B MOY€ M TUla3Me MaluMeHTOB. B KieTkax KpoBu
U MBIIILaX 0OHAPYXMUBAIOT MHOXECTBEHHbBIE JeJEeLIMM U UCTOLLEHUE
mutoxoHapuanbHoit JHK. Knuuuyecku MNGIE npossisiercst nmpo-
TPECCUPYIOIINUM MTO30M U/ WK 0dTaTbMOINape30M, HEMPOCEHCOPHO
TJIyXOTOM, TOJIMHEporiaTueii, MUomnaTuei, JeikKosHiedaionaTuei,
TSIKEJbIM HapyLIEHUEM MOTOPUKHU KUIIEYHUKA, KAXEKCUEN, COKpalle-
HUEM MPOAOIKUTEIBHOCTH U KayecTBa KU3HU. [TolMcucTeMHBbIi xa-
pakTep rnopaxeHust U MaHudecTalus ¢ MopaxeHusi pa3IuyHbIX opra-
HOB TpeOyloT npoBeaeHus AuddepeHLnalbHO AUarHOCTUKU
¢ OOJIBIIION TPyMIIOii 3a00JIeBAHUIA.

Marepuajibl 1 MeTOAbI. MblI ITPEeICTaBIIEM OPUTHHATbHOE HAOTI0-
neHue 6osnbHol K. ¢ MNGIE.

TIpoBeneHbl KIMHUKO-TEHEATOTMIeCKUI aHAIU3 CEMbU, HEBPOJIO-
IMYECKUIT OCMOTP, CTUMYJISILIMOHHAS 1 urobyatasg DHMI, MPT rosnos-
Horo mo3ra, JIHK -ananu3 o6pas1ioB KpoBU ITpodaHIa U 4JIEHOB CEMbH.

boavnasa K., 37 nem, nanpasaena nocie Hegpoao2uuecKo2o npuema
¢ duaernozom: muacmenus (?), aeiikoducmpogus (?). C scanrobamu Ha npo-
2peccupyrousyio 2AyXomy, OnyujeHue 6ex, 02paHutenue 08UNCeHUs 2NA3HbIX
a010K, 630ymue u ypuanue 8 jycusome, 001e3HeHHble CNA3MbL nepeoHell
OpHOWHOI CMeHKU, peOKO MOWHOMY U PEOMY, HUZKYI MACCY mead.

BbonvHas om 300poswvix podumeneil, coCmosuux 6 61U3K0poOCMEeHHOM
Opake, no HAUUOHANLHOCU XeMWUAKA (CYOIMHU4ecKas epynna apMsm),
0m HOPMAAbHO npomeKasuiell bepemeHHocmu U podos. [lepsvie cumnmomol
3a001€6aHUS OMMEHAAUCH ¢ PAHHe20 Jemcmea 6 eude ObiICImpPo2o Hy8cmea
Hacwvluwerus edoll u depuyuma maccol mena. C 0oWK0AbHOR0 603pacma nosi-
8unUCy Oone3HeHHble 630ymusi KUWeYHUKA, Cnasmvl nepeoHell OprouHou
cmeHKU, nepuodudecku mowHoma u pgoma. Teuenue 3a601e6anus ¢ nepuo-
duuecKumu 060CmpeHUaMU 2acmpOUHMeCcmMUHAaNbHbIX Hapyuwerui. Heepono-
eu4ecKas CUMNMOMAMUKA npUcoeOUHUAACH NO3Jice: ONYUleHUe 6eK U 02PaHU-
ueHue 08UdICeHUs 2Aa3HbIX 010K ¢ 11.1em, npoepeccupyrouas HelipoceHcopHas
myeoyxocms ¢ 33 nem, caabocms 6 pykax u Hozax ¢ 35 nem.

IIpu ocmompe: 601bHASA € bIPANCEHHBIM OeUUUMOM Maccyl mena
34 ke, npu pocme 161 cm. Heeponoeuueckuii cmamyc: KOGHUMUBHBIX HAPY-
weHuil He 8vlsaeneHo. YepenHo-mo3eo6vie Hepsbl: NMO3, ogmanvmonapes,
CUNA 8 KPY20BbIX MbIUYAX 21A3 U PMA He HAPYWEHA, CHUJICeHbI 210MOYHbIe
peghaekcyl, eromanue He HapyuleHo. Peub aeeko cmazannas. Jleeko evipa-
JcenHbLil 8snblil mempanapes. CyXodcunbHble peghaekcul ¢ OUyencos u mpu-
yencog cpedneil neusocmu D = S; apechrexcus KoreHHbIx, KapnopaouanbHuix
u axunnosvix. Tloaunespumuueckuiic mun HapyueHus nNO8ePXHOCMHOU Yy6-
CMEUmMenbHOCIU.

3akarouenue okyaucma: OU nmo3 éepxreco éexa I cmenenu, yacmuunas
oghmanvmonneust, MUONUs c1adoii cmenexu.

3axarouenue cypdonoea: HelipoceHcopHas myzoyxocms IV cmenenu.

IIpu nposedenuu DM 6bvisigaenvl NpUHAKU OeMueauHu3Upyroueli
noaunetponamuu. Yemanoenen oexpemenm amnaumyov: M-omeema (47 %)
npu 50 Iy. B npokcumanbHoixX u OUCMANbHBIX MbLUUAX HO2 NPU U20AbYAMOU
IMT svisi6aena Hopmanvras cmpykmypa ILIE, 6e3 namoao2uueckoii Cnon-
MAaHHOU AKMUBHOCIU.

Jannvie MPT 2010681020 Mo32a: 06uuphble OughghysHvie demueauHu3u-
pyiouwue usmenenus 6e1020 geujecmeda NOAYuapull 201081020 M032a, MO3-
JceuKa u cmeona.

B aabopamopuu HbO MTHI] nposedena JIHK-duaenocmuka: ycma-
HO8/€Ha paHee He ONUCAHHAsA MucceHc-mymauyus é eene TYMP (c. 1001 T >
G) 6 20MO3UOMHOM COCHOSIHUU.

Oo6cyxnenne. B mpeictaBieHHOM HaMU CITydae CUMITTOMBI, BBISIBIIsIC-
Mmble ipy MNGIE, nepekpblBaIUCh ¢ OOJIBIIMM CIIEKTPOM HEBPOJIOTHYE-
CKOI HaCJIeJCTBEHHON M coMaThyeckoil marojorueit. [lpy nuarHoctuke
MNGIE y Haiueit 6071bHOI Mbl UCKITIOYAJIM: MMACTEHUIO — HE BbISIBICHA
TMaToIOrMYecKasi MbIIIEYHAs] YTOMJISIEMOCTb 1 IeKpeMeHT Ha 3 [i1 ipu put-
MHUYECKON CTUMYJSIIMU; HACAeNCTBEHHbIE U INPUOOPETeHHbIC
JIeKO3HIIe(DATONaTX — OTCYTCTBOBAIM CUMITTOMBI TIOpaskeHMsI LIEHTPaTb-
HOIi HEPBHOIA CCTEMBI ITPU BBIPAXKEHHBIX T(D(Y3HBIX M3MEHEHUSIX TOIOB-
Horo Mmosra npu MPT, XpoHUYECKYI0 BOCHAIUTEIbHYIO IeMUE-
HU3UPYIOLIYIO TIOJIMHENPOITIATUIO 1 HACIeICTBEHHBIE MOTOPHO-CEHCOPHBIE
HEMpoTaThy B CBSI3U C TIO3MHUM JeOI0TOM JIETKOTO TeTparapesa; MUora-
TUM — UCKITIOUCH MUOIMCTPOGUUECKUIA TTATTEPH B MBIIIIIAX TIPY UTOJTbYa-
toit DM JIuib coyeTaHue NMoJIHOro Habopa AMarHOCTUYECKU 3HAUMMBIX
cumnromoB st MNGIE y Hateit 601bHOI: TSZKEIOro HapyLeHUsI MOTO-
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PUMKM KULIEYHMKA, KAXeKCUM, ITT03a U opTasibMorapesa, MojIMHeiponaTuu,
JieiiKoaHLIeaTonaTuu, — No3BOJIMIA UCKITIOUMTb cuHIpoM KepHca—Ceii-
pa. YuuTbiBas BO3MOXKHBIN AEOIOT ¢ HEBPOJIOTMUYECKOW CUMITTOMATUKM,
nonaraeM, yto MNGIE MoxeT npoTeKaTh JJTMTEIbHOE BpeMsi IO/l MAaCKOI
Pa3IUYHBIX HEBPOJIOTMYECKUX Oosie3Hel. [1oaToMy Mpu BbISIBJIEHUN ONMU-
CaHHbIX cUMNTOMOB HeobxoaumMo Bkitouatb MNGIE B criucok 6onesHeit
11t iU depeHLIaNIbHOM TMarHOCTUKY.

3akmouenue. Mbl npectaBuiu crydait MNGIE ¢ HoBoii MyTatmeit
BreHe TYMP, paHHUM 1€0I0TOM, HAYaBILIMMCS C TACTPOMHTECTUHAIbHBIX
HapylIeHUI M KJIaCCMYECKON KIMHMUYECKOW KapTHMHOI 3abosieBaHUs.
OCcoOEHHOCTBIO MPEICTABIEHHOTO CIyJasl SIBISIeTCS YCTAHOBJIEHHBI j1e-
KPEMEHT aMIUTUTYbl M-0TBeTa MPU BbICOKOYACTOTHOM pUTMUYECKOM
CTUMYJISILIMU Ha DM, paHee He ONMMCaHHBIN B JOCTYITHON OT€YeCTBEH-
HOW M MHOCTPaHHOW JIMTeparType.

[luarHocmuka nonuiesponamuil, Bbi3BaHHbIX
npou3ssofcmBeHHoil Bubpauued

I'.H. Jlaryruna, O.I1. BookoBa, O.B. CKpbInHuK,
C.H. Psa6ununa, A.Il. Jlaryruna
OI'bHY « HHH meduyunsr mpyda» PAMH, Mockea

MHoXecTBeHHOe MopaxeHue nepudepuyeckux HEpBOB (IMOJIU-
Heiiponatuu, [TH) nuMeer pasinuHyto 3TUOJOTHIO, BKJIIOYAsk TTOMUMO
MeTaboJMYECKOro, BOCMAIUTEIBHOTO M, HACJEJACTBEHHOTO reHes3a
BO3/ICCTBME BPEIHbBIX MPOU3BOACTBEHHBIX (HDAKTOPOB TOKCUYECKOM
u  ¢usnyeckoir npupoabl. Cpeau TMOCHEIHUX Benyllee MeCTO
Ha MpOTSKEHUU TocaeIHUX JieT 3aHuMaloT [TH, BbI3BaHHbBIE MPOU3BOI-
CTBEHHOI BUOpalMeil, MpeuMy1leCTBEHHO JTIOKAJIbHOM, BO3AeHCTBYIO-
1ei Ha pyKU paOOTHMKA, BXOASILIME B CUHIPOMOKOMILIEKC KIMHU-
YeCKUX MPOSBIEHUII TakKoro mnpodeccCuoHaJIbHOTO 3a0oJeBaHUs,
Kak BUOpauroHHas 6oJe3Hb (BB), koTopas 3apeructpupoBaHa B ohu-
uuanbHoM IlepeuHe npodeccuoHanbHbIX 3a00seBaHuit B Poccuu. Bb
BO3HMKAET MPU JUIMTETbHOM BO3JEHCTBUM MPOU3BOICTBEHHOI BUOpa-
LIMY BbILLIE MPENeIbHO JOMYCTUMOTO YPOBHS, XapaKTepu3yeTcsi coue-
TaHHbBIM MOPaXXeHUEM Mepudepruueckoit COCYyIUCTOM CUCTEMbI, HEPB-
Hoil cucrembl (HC) M omopHO-IBUraTejbHOro arrapara B MecTe
BO3/eicTBUS BUOpauuu. Beaylimm KiMHUYeCKUM TposiBieHuem BB
spistorcst [TH ¢ ceHCOpHBIMU U BereTaTUBHO-TPO(GUYECKUMU Hapylie-
HUSIMU.

B nmarorenese Bb nepBoouepenHoe 3HaueHUE UMEET IMTOBPEXICHIE
PELIENTOPHOrO anrapara B TOUKe BO3IEHCTBUSI BUOPALIMOHHOTO pa3/ipa-
JKUTEJIS, a B JaJIbHEMIIEM U CAMOTO HEPBHOTO BOJIOKHA, addepeHTHOro
3BeHa comatuueckoit HC u achdepeHTHOro 3BeHa cummaruueckoit HC.
Haubonee 4yBCTBUTEIBHBIMUY U PEAKTUBHBIMU Ha BO3/eiCTBUE BUOpa-
LIMOHHOTO hakTopa SIBASIOTCS nepudepudyeckue OTaes bl CUMIIaTuye-
ckoit HC BepXHMX KOHEUYHOCTEi, PEryjJupylolue TOHYC TMepu-
GbepuyecKkrx cocyaoB, MOBPEXAEHUE KOTOPBIX NMPUBOAUT K Pa3BUTUIO
noMumo ITH K Ba30KOHCTPUKTOPHBIM HapyLIEHUSIM ¢ (POPMUPOBAHUEM
AHTHUOCIIACTUYECKOro cuHapoMa (cuHapom PeitHo). MccienoBaHusamu
YCTaHOBJIEHO, UTO [UTUTEIbHOE BO3/IEMCTBUE BUOPALIMU TIPUBOAUT K IOB-
PEXIEHUIO BOJOKOH A-f-THNa, MPEUMYLIECTBEHHO BUOpaLlMOHHOM
yyBcTBUTEIbHOCTU (BY), UTO BBIpaxKaeTcsl B MOBBILIEHUM [TOPOTOB €€
BOCIPUSATUS U B MEHBLLIEH CTENEHU — TAKTUJIBbHON YyBCTBUTEIbHOCTH.
TToBpexneHre TepMO- U HOLIMUENITOPOB KITMHUYECKU MPOSIBIISIETCS TH-
najare3ueil mo nNoJMHEBPUTUYECKOMY TUITY U PACCTPOMCTBOM BOCIIPUSI-

THUS TEIJIOBOTO M XOJOJOBOTO BO3IEHCTBUS Ha KOXHbIE TTOKPOBBI M-
CTaJIbHBIX OTIEJIOB PYK.

Aunroput™ nuarHoctrku I[TH BUOpaliMoHHOTO reHe3a B HacTosilee
BpeMsi BKJTIOUAET MpUMEeHeHUe cTUMyisiiinonHoit DHMI u nannecresu-
OMETPHUM, KOTOPbIE TO3BOJISIIOT OLIEHUTh HEBPAIbHYIO MTPOBOIUMOCTh
PasIUIHBIX TIepudeprUIeCKUX HEPBOB U IaTh KOJTMUECTBEHHYIO OLIEHKY
BY cootetcTBeHHO. [TOMUMO yKa3aHHOTO B 00s513aTeJIbHOM TMOPSIIKE
AHAJU3UPYIOTCS TNPOdECCHOHANBHBI MapIIpyT, MOKa3aTelnd YPOBHS
BO3JICICTBYOIICH BUOpALlMU, MCKIIOYAIOTCS WHBIE 3THOJOTUYECKUE
(hakTOPBI pa3BUTHSI MOJMHEBPUTUICCKHUX HAPYIIIEHUIA Y TTAllMeHTA.

J1o HacTosI11Iero BpeMeH! OCTaeTcsl MPoOJIeMOil KOJMYeCTBEHHAs
OllCHKA HapyIIeHU TeMIepaTypHOU YyBCTBUTEIbLHOCTH, WMEIOIIast
MecTo y 60bHbIX ¢ [TH BubpammonHoro reHesa. Takasi olieHKa He00X0-
MMa JIJIsl pelIeHUs] TMarHOCTMYECKUX BOTIPOCOB U MPAaBWJILHOTO MPU-
HSTUSI 9KCMIEPTHOTO PEILIEHMS 10 NalbHEeHIIel Tpy1ocrocoOHOCTH Ma-
uveHToB ¢ BbB. PaHee nans BBISIBICHUS TaKUX HapylmIeHUMA
HCITOJIb30BAJICS METOI (PU3MKATIBHOIO OCMOTpPA C KAU€CTBEHHOI OLIEHKOM
BOCTIPUSITHS XOJIOJOBOTO M TETIJIOBOTO BO3AEWCTBUS Ha KOKHBIE ITOKPO-
Bbl. B mocnenHue rojibl Bee 6os1ee MpoKoe MPUMEHEHUE HaXOUT METOT
KoJimyecTBeHHOro ceHcopHoro tectupoBanusi (KCT), nmo3Bosstoimuit
KOJINYECTBEHHO OLIEHUTh CTEMEeHb CEHCOPHOro AedUlINTa PasInyHOMI
MOJIaJIbHOCTHU C OTpe/ieIeHUEM ITOPOroB TEIJIOBOM U XOJOI0BOM UyBCT-
BUTEJIbHOCTHU, TEILIOBOI 1 X0J1010BOI 6011, BY, B TOM umncIie B IucTa b-
HBIX OT/IeJIaX BEPXHUX KOHEUHOCTEN.

Ilenpb uccienoBanus — U3y4yeHUe BO3MOXHOCTU KOJIUYECTBEHHOM
OIIEHKM CEHCOPHBIX HApyIIEHUI Pa3IMIHON MOTATLHOCTHY TIPU Pa3BUTHH
ITH BepxHUX KOHEUHOCTEH y MallMeHTOB, cTpanatoimx Bb.

Marepuasl U MeToabl. VccienoBaHue MpoBOAMIOCH Ha 6a3e K-
Huku HUU meauuuuel Tpyaa v BKIIOYaao 54 mauueHTa ¢ ycTaHOBJIEH-
HbIM tuarHo3oM BB. Bee uiia myskckoro mosa. CpenHuil Bo3pact ooclie-
noBaHHbIX coctaBwi 55,31 * 8,21 roma npu cpeiaHeM craxe padoThbl
B YCJIOBUSIX BO3/IEMCTBUS JIOKAJIbHOM BuOpauuu 25,6 = 9.5 roga. U3 nc-
cJIeTOBaHMsI ObUTY MCKITIOUEHBI JIIIA, KOTOPbIe MOTJIA MMETh MHYIO OTH-
onoruto ITH, B mepBylo ouepelb CTpagarolivMe caxapHbIM IUa0ETOM,
3JI0yTOTPEOISIONINE aJTKOT0JIEM U JIEKApCTBEHHBIMU MpernapaTaMu, uMe-
oLLME HACEeNCTBEHHY!IO raTojoruto. [ToMuMo (pusrukasibHOro HEBPOJIO-
rMYecKoro oociiefoBaHus BceM natueHTam rposoawin DHMI, nae-
CTE3MOMETPUIO IO CTAHIAPTHOW METOOMKe Ha (HUKCUPOBAHHBIX
cpenHereoMeTpuuecknx dacrorax 63, 125 m 250 Ty Ha npubGope
BubpotectepBr-02—1 (MBH, Poccus) u meron KCT ¢ noMoliibio rnpu-
6opa TSA-II (Medoc, U3paunb). Meton KCT npuMeHsiics wist Koidde-
CTBEHHOT'O UCCJIeJOBaHUS TeMIIEpaTypHOIi 1 00JIEBOI YyBCTBUTEIbHOCTH.
Brauane omnpenensuiach Temreparypa agantaiud mexay 30 u 32 °C,
JUISI U3MEPEHMsT MOPOroB IMOAABAJICS HapacTalolMii TeMIepaTypHbIi
CTUMYJT U PETUCTPUPOBAJICS KOJTMUESCTBEHHO M3MEPEHHBIN MHAWBUIYaITb-
HbIA TOPOT YYBCTBUTEIBHOCTH. C MMOMOLLBIO OIMIIMU BUOpOAHaIM3aTopa
usmepsiiich noporu BY Ha yactore 100 Ti1. [ToayyeHHbIE pe3yibTraThl
CPaBHUBAIN C HOPMATUBHBIMU ITOKA3aTEIISIMHU.

Pesyasratbl. Metogom KCT y nauuenTos ¢ [TH BubpaunonHoro
reHesa OblJIO YCTAHOBJIEHO MOBBILLIEHUE TTOPOrOB XOJ0I0BOM U TEII0-
BOI 4yBCTBUTEILHOCTH ¢ 06enx cTopoH B 100 % ciyuaes. [1peBbieHue
IOPOTOB X0JIOA0BOI 00N BBISIBJIEHO y 74,7 % NalKeHTOB Ha MpaBoit
pyke 'y 63,3 % — Ha sneBoii. [Ipy aTOM OTMeUeHa 3HAYMTETbHAs Ba-
puadesbHOCTh JaHHOro mnokaszatens y naumeHTtoB ¢ [TH mnpu BB.
B TO Xe Bpems misi TIoKazaTesieil TerIoBoi 0oy ObLTa XapakKTepHa
0OsbIIast CTAOMJIBHOCTD, BBISIBJIEHO IOBBILIEHUE MOPOroB CIpaBa
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y 87,2 % nanueHToB, cieBa —y 85,1 %. Uccnenosanue BY Ha maibiiax
00eunx BepxHUX KoHeuHocTel Ha yacTote 100 [i1 moka3ajo MmoBbIlIeHUE
noporoB BY cripaBa 'y 68,6 %, cieBa —y 66,7 % nauueHTOB 0€e3 cylie-
CTBEHHOI pa3HULbI CTOPOH.

TTokazarenu BY, monydyerHbie MmetogoMm KCT, ObL1M cOnTOCTaBUMBI
¢ pesyJjibraTamu uccienoBaHust BY, mojyyeHHbIMU C UCTIOJIb30BAHUEM
NIpyroii METOAMKHU, KOTopasi JaBHO TMpUMEHsieTcs isi oueHku BY
npu BB. Y naumenToB ¢ BB BbIsIBIIeHbI U3MEHEHUsI B CTOPOHY TTOBBIIIIE-
Hust moporoB BY Ha o6enx pykax (crpaBa Ha yactote 63 Tiry 74,4 %
nauueHToB, 125 T —y 71,8 %, 250 T —y 51,3 %, ciaeBa Ha yacTote 63
Ty 69,2 % maumenTos, 125 It —y 64,1 %, 250 It —y 51,3 %) c HeKo-
TOPOI pa3HULIEH B CTOPOHY YXYILLIEHMS [TOKa3aTeseil cripaBa Ha 4acToTax
63 1 125 T

3akimouenne. Pe3ybraThl POBEIEHHOTO UCCIIEIOBAHUS MTO3BOJISIIOT
roBopuTth, uto MeTon KCT MOXeT ObITh MCTIOJIb30BaH It BepuduKamm
HapyIlIeHU TeMITepaTypHOU YyBCTBUTEILHOCTH MPU quarHoctuke Bb.
TMonyyeHHbIe pe3yJabTaThl CBUAETEIBCTBYIOT O IMOBBIIIEHUH MOPOTOB
TeMIIepaTypHOI YYBCTBUTEIBHOCTH, XOJIOA0BOI U TETJIOBOI 00JIM y ma-
uueHToB ¢ [TH BUOpalLlMOHHOrO reHes3a, YTO MOXET yKas3bIBaTh Ha MOBpe-
JKIIEHUE PELIeNITOPOB U BOJIOKOH C-THmna 1 A-B-TUIia 1oJ BO3AEHCTBUEM
BUOpauuu.

MeTtoabl u3MepeHusi BU B3aMMHO MOATBEPXAAIOT TOBBIIICHUE
MOporoB y 6osbLIMHCTBA o0cienyemMbix ¢ [TH BUOpaunoHHoro reHesa,
YTO yKa3bIBaeT Ha MoBpexXaeHne A-f-Tuma BosokKoH. [1pu aTom nanie-
CTE3MOMETPUS C UCTIONb30BaHUEM 00JIee ILIMPOKOTO YACTOTHOTO CIeK-
Tpa MO3BOJISIET KOPPEKTHEE XapaKTepu3oBaTh HapylieHue BY.

IMpoBeneHHbIE UCCIENOBAHUS TO3BOJISIIOT TOBOPUTH O TOM, UTO JaH-
HbIIl KOMIUIEKC METOJ0B MOXET ObITh UCIOJIb30BaH [UISl TUAarHOCTUKU
TTH BuOpaiimoHHOTO reHe3a B YCJIOBMSIX CTallMOHapa JIJIsi KOJTMYeCTBEH-
HOIi OLIEHKU CEHCOPHBIX HAPYIIEHU I pa3IMYHO MONATbHOCTH.

Bnusxue pasnuynbiX BapuaHmos
npeaonepayuoHHoil NOAromMoBKU Ha mMeyeHue
nocneonepayuoHHoro nepuofaa mumM3aKkmomuu

y Nauuesmos ¢ MuacmeHuel

O.B. Jlanumua, E.A. AaTiunenko, A.A. KynpeBarbix,
B.A. Pyun, A.B. I'yctoB
Husiceeopodckas eocyoapcmeentas MeOUYUHCKas aKademus,
Huxcnuii Hogeopod

Beenenne. TUMOKTOMUS yJTyqIaeT MIPOTHO3 Y MAIIMEHTOB C MUACTe-
HUMeW MPU HATMIUU TUMOMBI. OIHAKO BOIPOCHI BeAECHMsI MAIlMEHTOB
B MIPEIONIEPALIMIOHHOM U TTOCJIEOTIEPaLlMOHHOM MEPUOaX B HACTOSIIIEe
BpeMsl pa3paboTaHbl HEAOCTATOYHO, YTO TIPUBOIUT K OOJIBIIOMY KOJIU-
YECTBY MOCIICOTIEPALIMOHHBIX OCJIOXHEHUIA.

Llenb uccnenoBanusi — MPOAHATM3NPOBATH TEUSHHE TIOCIIEOTIEpaLIN-
OHHOTO TepUO/a B 3aBUCMOCTH OT BEJICHMS MALIMEHTOB B MpeIornepa-
LIMOHHOM TIepHOJIe.

Marepuaib u MeToabl. HaGmonanu 51 nmauumenra B Bozpacte oT 16
10 65 J1eT ¢ reHepasn30BaHHOI (hOPMOI MUACTEHUH, OTIePUPOBAHHBIX
10 NOBOY TUMOMBI. [TauueHTsl 1-i rpynbl (n = 32) Ha 3Tarne npeao-
MepalroHHO MOATOTOBKY MoTydaiu tuasMadepes, 2-il rpynimsl (n =
33) — kopTukocTepou bl 1 raazMadepes. [pyrnbl ObUIM COMOCTABUMBbI
I10 TT0JTY, BO3PACTy M KJIMHUYECKON KapTHHE 3a00eBaHMUsI. AHAIN3M-

poBanu purenabHocTs MBJI (vackl) u npe6eiBanust B OPUT (nHn)
rocJjie Orepauuy, 4acTOTy OCJIIOXHEHWMH, BO3HHMKIIUX B IOCIE-
OIepaLlMOHHOM IepUoJe.

Pesyasratsl. B nocieonepaumontom nepuosne anurensbHocts MBJT
B 1-it rpynme cocrapwia 7,2 = 0,2 4, JIMTEIBHOCTb MpPeObIBAHUS
B OPUT — 1,7 £ 0,3 nHs. Bo 2-ii rpynne autensHocts UBJI cocraBuia
6,1 = 0,3 u, mmmTtenbHOCTh MpebbiBanust B OPUT — 1,9 + 0,5 nus. Io-
CcJIeoTepallIOHHbIE OCIIOKHEHUSI UMEJIMCH Y 2 MTAIIMEHTOB | -ii TpyIbL.

He otmeueHO cBsI3M TeUeHMsI TOCJIEONEePalMOHHOTO TIEPUO/A U TH-
CTOJIOTMYECKOTO CTPOCHUS YIAJICHHOM TKaHW BUJIOYKOBOI JKeJIe3bl.

3akmouenne. Ha sTane npenornepaiioHHO# TTOATOTOBKY K yaaie-
HUIO THMOMBI Y TTALIMEHTOB C TeHEPAJIM30BaHHOI MUACTeHHEH TIPEeaoy-
TUTEJILHO COueTaHue ra3mMadepesa 1 KOpPTUKOCTEPOUTHON Teparui.

Knuxuyeckuil cnyyaii paHneil gemckol
thopmbl amuompodcpuu Bepaxura-Tfohgmana

N.T. Jlapuna

TY «Pecnybaukanckas demckas 6oavHuya», Colkmolekap

Beenenue. B 3akone Poccuiickoit @eneparmu ot 21 Hostopst 2011 1.
No 323-d3 «O6 ocHOBax OXpaHbI 3I0POBbsl TpaxknaH B Poccuiickoit
Denepani» MPOMKMCAHO, YTO K PEAKUM 3a00JIeBAHUSIM, OTHOCSITCS Te,
KOTOpbIE BCTpevaroTcst U3 pacyera 1 Ha 10 ThIC. UL U pexe.

CnuHaneHasg amuotpodust Bepnuura —loddmana Haciemyercs
10 ayTOCOMHO-peIleCCHBHOMY THIY. BriepBble ero omwcan BepmHur
B 1891 r, 3atem B 1893 1. — Todbdpman. Yacrora ciyyaes: 7 Ha 100 TbIC.
HOBOpOXIeHHBbIX 1 1 Ha 100 ThIC. HAaCeJIeHUs B LIEJIOM.

Ieab uccenoBanus — OMMCaHMe KIMHUIECKON KapTUHBI PEIKOTO
3aboJieBaHus y MMALMEeHTa C CHHIPOMOM BSIJIOTO peOeHKa.

Marepuaisl U MeToIbl. M CIriob30Baiu TaHHbIE KCTOPUU OOJIE3HI
1 KJIMHUYECKOTO OCMOTpA.

Onucanue cayuas. Pebenok I1., 1 2o0a 4 mec, nocmynun 6 omoenerue
Hesponoeuu PIb énepesvie, nnanoso. 2XKanobel Ha 2pybyro 3a0epicky Momop-
Ho20 pazeumus. AHamues ycusnu: Om nepeoil uzuonsoeu1eckoii bepemeHHo-
cmu, podsl cpounbie. Tlepuod Hosopocdennocmu — 6e3 ocobenHocmel. B 1
Mmec Hegponoeuecku 300pos. C 6 mec HabA00aNCs Y HeBPOA02a ¢ KAUHUKOLU
CcecMeHmapHoll UepsukanbHoil Hedocmamounocmu. Kypcol aewenus Kajicovie
3 mec — 6e3 eudumoeo sghgpekma.

Anamnes 3abonesanus: C 4 mec, co cr08 mamepu, nosasuiucy nodep-
2UBAHUA @ NAABYAX PYK, CMAAU NOCHMENEHHO UCHe3aMb CYXO0NICUNbHbIE
pechaekcol, HauuHas ¢ Hoe. B cea3u ¢ HeaghpekmusHocmbio Aeuenus oopa-
muauce Kk Hespoaoey PIB, npu ocmompe 3an0003peHo HepeHO-Mblule1Hoe
3abonesanue. [Ipu ob6credoganuu 8 GUOXUMUYECKOM AHAAU3E KPOBU OOHA-
PYdCeHbl MUHUMAAbHO nosbiuiennble yposhu KOK (590,7 Ed/n), KOK-Mb
(26,3 Ed/n); no dannvim SHMT — nespanvho- nepednepoeogoe nopadxjce-
Hue. B comamuueckom cmamyce namoaoauu He ooHapyycero. Ilpu nHeepo-
A02uteckom ocmompe: pebeHok 6 co3nanuu. O0uemo3206bix, MEHUH2eaNb-
Hbx npusnakoe nem. 1o106a 00bIHOU Ghopmbl, 006em epyou 46 cm, 60ab1OL
poonuvok 1,5 % 1,5 cm, nyavcayus He ycusena. Inasnvie weau D =
S. 3pauku cummempuunsie, pomopeaxyuu (+), 08uNCeHUs eAA3HbIX 010K
6 noaHom obseme. HocoeyOnvle ckaadku cummempuunvle. H3vik 60 pmy
no cpeoueii aunuu. Inomanue, ghonayus ne napywenot. Jupgdysnas mol-
we4Has 2UNOMOHUs GbIPANCEHHOU cmeneHu, epybee 6 NpoKCUMAAbHbIX
omadenax, D = S. CyxoxcunvHbie pegpaekcol ¢ Ho2 OMCYmMcmeyom, OproutHble
U Kapnopaouanvlvie OMCymcmeyom, ceudamenbHo-10Kmeswle CHUNICEHbL.
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Ilamonoeuueckux cmonHwix pegaexcoe nem. B nasvyax pyk nocmosnHbvle
Gacyurkyarayuu. 3amemuovix ampoghuii Ha momenm ocmompa Hem. Ipybas
sanveycHas degpopmayus cmon. Hapywenuii pynkyuu maszosuix opeanos
U A6HbIX HaApywleHull vyecmeumenvnocmu nem. Ilpu mpakuyuu 3a pyku
He nodmseueaemcs, 20106a 3anpoxudvieaemcs. Onopvl Ha Ho2U NPAKMU-
uecku nHem. Ilpu naccugHom npuca)cusanuu cuoum Hey8epeHHo ¢ Onopoll
na pyku. Tanemcs K uepywike, manunyaupyem ero. ImMoyuu Jcugvie, peus
snenemuas. Ilapoxcusmanvrvie Hapyuenus Mamos Ompuyaen.

IIpu donoarnumenvHom 006cA€008aHUU BbIABACHbL MUHUMAAbHbIE NOBbI-
wenus noxazameneit. KOK (do 587,4 Ed/n), naxmamoeeudpoeenasv
(00 839,3 E0/n). Peberok ocmompenr 2eHemuKkom, no pe3yabmamam 0CMompa
HeAb3s UCKAUYUMb CNUHAAbHYI0 amuompoguio Beponuea—loggmana.

3akmouenue. [To pe3ynbratam aHaIM3a TaHHBIX aHAMHe3a 3a00J1e-
BaHMsI, HEBPOJIOTUYECKOTO OCMOTPA, TOTTOJHUTEIBHBIX METOOB UCCTIe-
TOBaHMsI peOEHKY TIOCTaBJIeH TUarHo3 CIIMHaIbHOM aMuoTpodun Bepm-
dopwma.
Ha JHK-auarnoctuky HanpasieH B MITHLL . MockBbl. [JaHbl peko-

Hura—loddmana, paHHId aerckas AHanu3 KpoBU
MEHJALMY T10 JISYEHUIO: KYPChl HEPOMETa0O0IMYeCKO Teparnuu, ajis-

1LIEro Maccaxa, pecrMpaTopHoOro yxoja 3a peOeHKOM.

OnmumanbHbié CPOKU NpoBefeHud

anexkmpoxeipomMuorpacuyecroro

uccnepoBanus y aemei ¢ ocmpoii
Heliponamueil nuyesoro Hepaa

E.B. Jlesutuna', JI.I. ITuuyros?, E.B. BaxTuna’
' TBOY BIIO «Twmenckuii 'MY»> Munsdpasa Poccuu,
2 Obnacmuas kaunuyeckas 6oavruya No 2, Tromensb
3 Qbnacmuasn kaunuyveckas oonvruya No 1, Troomens

Ileab uccienoBanus — orpezesieHue y NallMeHTOB AeTCKOro BO3-
pacTa ¢ OCTpOii HelipoIaTHeld JUILIEBOTO HEpBa ONITUMAJIbHBIX CPOKOB
nposeaeHuss SHMI s BbIssBIAeHMS HauMboJee NTOCTOBEPHBIX MOKa-
3aTesieil, oTpaxkalolUX CTENEHb TSXKECTH MaToJOTMYECKOro nmpoiiecca
U1 BEPOSITHOCTb IMOJHOTO BOCCTAHOBJIEHUS Tape3a JULEBOM MycKyJia-
TYPHI.

Marepuasbi 1 MeToasl. O6ce10BaHO 22 NalMeHTa ¢ OCTPOil HElpo-
naTuei IMUEBOro HepBa B Bo3pacte oT 4 10 17 jet. s oLleHKH Kosirye-
CTBEHHBIX HapylIeHUN (YHKUMM JIMLIEBOTO HEpBa MCIIOJIb30BaJlaCh
kana Xayca—bpakmanHa (House—Brackmann). Pacnipenenenue nauu-
€HTOB B COOTBETCTBMU C ITaHHOI 1IKanoii Obuto cienytoium: 11 crenenp
nape3a — 1 mauuenT, I1I crenenp mapesa — 5 manyeHTOB (2-51 rpyrra),
IV crenens nape3a — 15 nauurentos (1-g rpynmna), V creneHsb napeza —
1 nauneHT. BeceM 601bHBIM MpOBOAWIIOCH IMHaMuYeckoe DHMI-uccne-
JIOBaHUE: TIEPBUYHO ¢ 1-T0 10 5-if 1HU 3a00JeBaHUS U TIOBTOPHO IOCIIEe
10-ro nHs ot Hayvasa 3aboneBaHust. Heitpodusunonornueckoe uccneno-
BaHMe BBITIOHsUIM Ha asekTpomuorpade Nihon Kohden. Coctosinue
JIBUTaTEJIbHbIX aKCOHOB JIMLIEBOTO HEPBA OLIEHUBAJIM CTAHAAPTHBIM Me-
TOAOM CTUMYJIILIMOHHON DHMI ¢ oTBeneHreM CyMMapHbIX MOTOPHBIX
noTeHUKanoB (M-0TBeTOB) HaKOXHBIMU AseKTponamMu. [1pu uccineno-
BaHUU JIMLEBOTO HEPBA 10 CTAHAAPTHOM METOMKE C OTBEACHUEM C KPY-
TOBOI MBILILBI 71232 U ¢ KPYTOBOM MBILLLIBI PTa ONPEIeIsIA aMILTATY LY
M-oTBeTa U JIATEHTHOCTb.

Pesynbratel uccienoBanuss. B nepsble nHM 3abosneBanust (1—5-it
IIHW) Mokazaresn M-oTBera y naureHroB 1-it rpynmel (IV cteneHs na-

pesa 1o Xaycy—bpakmanny) cocrasuiu 0,08—0,76 MB, y matvieHToB 2-it
rpynmsl (111 crenens mapesa mo Xaycy—bpakmanny) — 0,14—0,65 mB.
Pa3nuua nokasareneit M-orsera B 1-ii ¥ 2-if Tpyrinax nauueHTOB He Obl-
Jla cTaTUCTUYECKH JocToBepHOit. [TokazaTeu AMCTalbHOM JAaTEHTHOCTH
B 00€MX IpyINax TakXe JOCTOBEPHO HE paszauyaiuck. [1pyu moBTOpHOM
obcnenoBanuu (nocie 10-ro qHs OT Havaja 3a00J€BaHUS ) TTOKa3aTeau
M-otBeTa y nauueHToB 1-ii rpynmsl coctasuiu 0,15—0,9 MB, y nauueH-
TOB 2-i1 rpynnbl — 0,31—1,2 MB. Kpome Toro, JIAaTEeHTHOCTb BbILLIE HOPMbI
ObuTa BbIsiBIIeHA Y 7 (46,7 %) nereit 1-ii rpynmisl U ToJbKO y 1 pebeHka
2-it rpynnbl. TakuM 006pa3oM, Mpu NEPBOM 00CIIEI0BAHUM UAEHTUYHbII
roKasareJib aMIUIUTY bl M-0TBeTa HabIofaICcsl Kak y AeTeii ¢ xopolueit
JIMHAMUKOIi BoccTaHoBeHUs (1o 11 creneHu), Tak U 'y MalilueHTOB C Me-
Hee 3HauuMo 1uHamukoi (1o 11 u IV creneHu B COOTBETCTBUM €O LLIKA-
sioit). TTIpy MOBTOPHOM 00C/eIOBAaHUM HU3KUE 3HAUYEHUS aMILTUTYIb
M-oTBeTa HaOMIOJAIUCh JIUILb Y JETEl C Mape3oM MUMUYECKON MYCKY-
J1IaTyphl, BOCCTAaHOBUBIIIMMCS K 3-ii Hemene 3a0oesanust 1o 11 u IV cte-
MeHu 1o 1kaie Xayca—bpakmaHHa.

BoiBonpbl. [y BbISIBJIEHUSI Haubosiee JOCTOBEPHbBIX MOKa3aTesei,
OTPaXKAIOUIUX CTENEHb TSKECTU KIMHUYECKUX MPOSIBJICHUI HEporaTun
JIMLIEBOTO HEPBa U BEPOSITHOCTh XOPOILEr0 BOCCTAHOBJICHUSI IETE C Ia-
pe30M JIMLIEBOI MYCKYJIaTypsl, LiejecooopasHo nposeaeHne SMI-uc-
cnenoBaHus He paHee 10—15-ro JHs ¢ MOMeHTa 3a00J1eBaHMsI, TOCKOJb-
ky OHMI-u3MeHeHus 3amnasnblBaloT OTHOCHUTENbHO KJIMHUYECKUX
CUMIMTOMOB MaToJIOrUu. JlOCTOBEpPHBIM KPUTEPUEM, OTBEUYAIOLIMM JIaH-
HBIM TPEOOBaHUSIM, SIBJISIETCS aMIUIUTYAa M-0TBeTa.

No3axuil nedrom HepuhhepeHyupoBaHHOI
thopmbl cnuHanbHoii aMmuompotuu
(KNuHuyecKoe HabnwopeHue)

E.JI. Jleiinepman, B.A. Illupokos
DbYH « Examepun0ypeckuii MeOUUUHCKUN HAYHHbIIL UEHMD
NPOGUAAKMUKYU U 0XPAHbI 300P08bS pAOOHUX NPOMAPEONPUSMULL
Pocnompebnadszopa, Examepunoype

Atpocdun 1 Tape3bl, COMPOBOXAAIONINECST O0JIEBBIM CUHAPOMOM,
MOCTOSTHHO BCTPEYAroTCsl B MIPAKTUKE HEBPOJIOTOB. Pexke Bpau mmeeT
nejio ¢ 6e300seBoii (hopMoil MOHOITape3a, YTO CTAHOBUTCSI TIPUUMHOM
MO3IHEro oOpalleH!s MaleHTOB.

Onucanue cayuas. boavnoii JI., 35 rem, naxodumces nod dunamuueckum
HabardeHuem 6 Hesponozuteckoll Kaunuke ¢ 2010 e.

Obpamuacs 6 KauHuky 6 eospacme 31 eoda c wcarobamu Ha noxyodeHue
u crabocms npasoil Hoeu, HeygepeHHOCMb Npu Xodvbe, uacmole NadeHus
u3-3a ycuausaroujelics cAabocmu 8 Hoee, UCNOAb308AHUE PYK NPU hodseme
no necmuuye U 6cmaganuy co cmyaa, peokue 60au @ NOACHUYHOM omoene
NO360HOMHUKA U NPABOM KOAEHHOM cycmase.

U3 anamnesa 3abonresanus: Cuumaem cebs 6oavHoim ¢ 27 nem, Koeda
DOOCMBEHHUKY 3aMeMUAU, YO OH CIAn NPUXPAMbleams Ha NPAsyo HOeY.
Tlocae smoeo nayuenm ommemun, Ymo npagoe 6eopo YMeHbUIUA0Ch 8 00seMe.
YyecmeumenvHolx HapyuieHuil u Ooaeii e ommeuan. Ambysamopro Ovin
nocmasnen duaenos: padukyronamus L5—S1 cnpasa. [locae 2 kypcog ae-
uenus (Helipomemaboauveckas, cocyoucmas mepanus, 1eKmpoCmumysi-
yus) ommemun ycuieHue ciabocmu 8 Hoee.

Cenmelinbiii anamues He omsieoujeH. B eospacme § nem neperec 3aKpbi-
MYI0 uepenHo-m03208y10 Mpasmy ¢ nomepeii cosnanus. Onepayuu ompuya-
em. Bpednvix npugviuex Hem.
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Yepennvie nepevl — 6e3 ocobernHocmell. Buipajcennas ampogus
MbluiYy, Npasoil 2200u4Hol obaacmu, 6edpa u eoaeHu, pe3Koe CHUMNCeHue
MbluweyHol cuavl 00 1—2 6aan08, oepanuverue 06sema aKmueHvix 08U~
JCeHUll 8 CYyCmMasax npagoil Hoeu u3-3a caabocmu mvluy, 6eopa, 201eHu.
Heso3mooicnocms cmosmy na namike u Hocke npagoii Hoeu. Ilogepxnocm-
Has U 2ny0OKOMblUeHHAs UY8CMBUMEAbHOCHb CcoXpaHeHa. Bep-
mebpanvHblil cuHOpom He gvipadcer. CyXoxucunbHble peghaeKcol ¢ 6epXHUX
KoHeuHocmell Jcugvle, 6e3 pasHuUbl;, ¢ HUNICHUX KOHeYHOCmell: cnpasa —
OMCYmMcmayom axunnos, KOAeHHblll, KpemMacmepHbulil, GHAAbHbLIL, HUNCHUT
OproOwHOI peghneKcol, c1eea — CHUMNCEHbl AXUAN08, AHANbHbIU, HUICHUL
oprownoll. Ilamonoeuueckux peghaexcos nem. Buisgasromes cnposoyupo-
8aHHble PACUUKYAAUUU 6 MbIUYAX 6EPXHUX U HUNCHUX KOHeyHocmell,
MbIUYAX CRUHbL, 2DYOHOU KAeMKU, a 8 MbIULAX npagozo 6edpa u 2oneHu —
nepuooduueckue CHOHmMaHHvle pacyuxyaapuoie nodepeusanus. Habawoa-
emcs aeekas cybampogus HA0A0NAMOUHbIX Mbluly, O0see omyemausas
cnpasa.

I1o oannbim cmumyaayuonrnoil DHMIT pecucmpuposancs akcoHanvhblil
MU nOpasiceHuss MOMOPHbIX 80A0KOH NPAB020 0edpeHH020, 60nbledepy080-
20 U 1€6020 Man06epy06020 Hepsos. Ilokazamenu ceHcoprHoeo omeema Oviau
6 npedeaax Hopmol. Jannvie MPT 201061020 Mo32a, weliHoeo, 2pyoHO0
U NOSICHUYHORO OMOeN08 NO360HOHHUKA — 8 NPedeaax HopMbl.

Omcymcmeue KAUHUYECKUX NPUBHAKO8 HOPANCEHUs NUPaAMUOHO20
mpakma Ha MOMeHM Ha4ana u é npoyecce pazeumus 3a001e6anHus no360-
AUAY UCKAKOHUMb namoao2uto momoreiipona 1. O0nako 66udy Hasuvus
ampoaguii, eunopeghrekuu u HaAU4Us AKCOHANLHBIX MOMOPHBIX HAPYUEHUTI
1006410 nposecmu OUp@epeHyUanbHyr OUaeHOCMUKY NOPadCeHUs nepu-
hepuueckux Hepeos (MOMOpHAs NOAUHEUPONamus), KOpewKos (paouxkyio-
namus) u co6CmeeHHo nepughepuuecKo20 MOmMoHelupona. Anarus umero-
wuxcs  O0aHHbIX: MeOdleHHAs OUHAMUKA — paseumus  npoyecca,
acuUMMempuHHOCMb NOPANCEHUS, HAAUYUE 8bIPANICEHHBIX AMPoduil U nape-
3a MblUY, NPABOLL HO2U, OMCYMCMBUe HAPYUEeHUL 8CeX 8UA08 Uy8CMEUmen-
Hocmu, omcymcemeue usmenenuit Ha MPT noscnuuno2o omodena no360Ho4-
Huka, dannvle cmumyaayuonnoit DHMI (Haruuue akconanvhoco muna
NOPAdNCeHUss MOMOPHbIX 80N0KOH, OMCYMCMBUE CeHCOPHbIX HAPYUIeHUIL), —
N03604UA NPEONOAOIHCUMY HaAUYUe NOpadceHus momoneipona 11 Ha nosic-
HUYHOM YPOBHe U KaK NposiéieHue e2o Nopajcerus — oKaivHol hopmol
CRUHAABHOU amMuompopuu (MOHOMeAUHecKoil).

Yepes 1,5 coda y nayuenma nosiguaucs x#earobvl Ha c1abocms 6 1e6oil
Hoee u pykax. [locae nposedenus cmumyaayuonnoii IJHMT eepxrux u Huxic-
HUX KOHeHOCMell pe2ucmpupo8anucs NPUHaKU 2eHeparu308anHH00 aKco-
HANbHO20 NOPANCEHU MOMOPHBIX B0N0KOH Nepughepueckux Hepeos ¢ npu-
3HAKamu 8061e4eHUsI MOMOHEUPOHO8 HA WeUHOM U NOSCHUYHOM YPOGHSIX.

B nosiope 2011 2. 6 Hayunom yenmpe Hepono2uu npogeodeHo ueonbua-
moe DMTI-o6credosanue. Hccaedosanuce uemvipexenagas moluya bedpa
caesa u cnpasa, nepedussn 60avulebepy08as Moluya cnpasa, I-1 mexncko-
cmuas molwya kucmu. Iloayuennvie dannvie coomeememeosanru IMI-kap-
muHe, HAbAOaeMOoll npU CRUHAABHOU AMUOMPOPUU, HO € PAOOM OCOOEHHO-
cmeil, He XapaKkmepHulX 045 O0aHHOU namoaoeuu. Beisienrensr npuznaku
meKyujeco 0eHep8auUoOHHO20 NPOUecca 80 8ceX MbIUUAX, boaee 8bIPadCeHbl
cnpasa. B npokcumanbHol Mbluiye cnpaga coXpamuaocy Aullb HeboabuLoe
YuUCA0 08UAMENbHBIX eOUHUY, 8 2AYOOKUX CAOSX MbIULLbL, MbIUUA HAX0OUN -
¢ 6 cmaduu 0eKOMNeHCAyuu U 3ameujaemcs CoeOUHUmMenbHol MKaHbvio.
B ocmanbHbiX mbluyax pecucmpupyromcs NOMEHUUansl Gacyuxyiayui,
YKa3vl8arujue Ha HelpoHabHblll XapaKmep namonocuu, 8 Moluyax cieea
soisignensvl eueanmexue IE (13594 mxB), ceudemenvcmsyrouue o bonee
DaHHeM Hauane namoAno2uu, yem cuumaen 601bHOI.

B urone 2012 2. nayuenm oo6caedogancs 6 He8poao2uueckol KAUHUKe
6 Munane, ede 0onoaHumenbHoO OblAU NPOBEOEHbI AYMOUMMYHHbIE MeChibl
(ANA, ENA, ANCA, APCA, DNA namuenas), uccaedosanue Ha Haiuuue
anmumen K 2AuaoduHy, 3H0OMU3UI0, MPAHCIAYMAMUHA3e, eeHeMmUuYecKoe
mecmuposanue (Mymayuu 2eHa medb-YUHK-3A8UCUMOLL CYNnepoKcudouc-
Mymaswl), cepoaozudecKue mecmol Ha Heilpoungexkyuu (uccaredoganue
cnunHomo32060u scuokocmu (1EF) u uccaedosanus anmumen k Borrelia).
Peszyaomamol uccaedosanuii ompuyamenvrole. [lamonoeuveckux usmere-
Huti npu MPT 201061020 M032a, CNUHHO20 MO32d, NO360HOYHUKA He 8bls6-
nero. [lokazamenu MOMOPHbIX U COMAMOCEHCOPHBIX BbI36AHHBIX NOMEHUU -
anoé 6 npedeaax Hopmul. M3 Heliposu3yaru3ayuoHHblx Memooos makice
nposedena myavmucnupasvras KT unmepecyroujeco ompe3xa no3eoHou-
HUKA ¢ nocaedyrueil MyabmuniocKOCmMHoU peghopmayueil, 4mo no3604uno
gvlA6UMb anomanuio pazeumus no3eonkoe C7—ThS. Ilo danneim npose-
derHo20 06caedosanus 0biA0 COeNAHO 3aKAUeHUe: HellpO2eHHAs aMUOmpo-
Qus, 6 KOmopy 606aeueHbl NPEUMYUeCMBEHHO HUNCHUE KOHeYHOCMU,
accoyuupoBanHas ¢ NPU3HAKAMU XPOHUHECKOU OeHepeayuu makdice
u 6 8epxHux KoHeunocmsx. Omcymcmeyom usmMeHeHus 4y68cmeumenbHo-
deueamenvHolx nymeil (KaK nepugepuuecKux, maxk u UeHMpPAAbHbIX).
CHuocenue amnaumyos: M-omeema ceudemenscmeyem 06 aKCOHAAbHOU
MomopHoU decenepayuu. Takue pe3yabmanmoi YKa3vl8am Ha NAMOA0UI
momoHetipona 11, eenez Komopoii eunomemuuecKu MOJCHO Onpedesums
Kak nepeuunyio decenepayuro. C yuemom meosenHo20 pazeumus Heo0xo-
OUMO 8bINOAHUMb KAUHUKO-Hesponoeuyeckuil Koumpoab u IHMIT/IMT
npumepno uepes 6 mec.

OTHOCUTETbHO HAIIleTo HAOIIONECHUST CYUTAeM, YTO UMEET MEeCTO
ATUITMYHBI BApUAHT MEUIEHHOTO Pa3BUTHSI CITMHATBHON aMUOTPODHH
Kyrenbbepra—BenaHaepa, BEposiTHO criopajinyeckuii ciyyaii. B iurepa-
Type UMEIOTCsI TaHHbIE O MO3IHEM Havaje 3a00JieBaHUs. YKa3bIBaeTCs
Ha ayTOCOMHO-PELIECCUBHBIN TUIT HACJIETOBAHMSI, & TAKXKE Ha CITOPaI-
YecKuil Xxapakrep 3a00j1eBaHusl. [IBUTaTeIbHbIe HAPYILIEHUST XapaKTepH-
3yIOTCSl pa3BUTHEM aTpodUii U Mape30B B IPOKCHUMATbHBIX OTAETaX PYK
Y HOT, B MBIILIIAX TJIEYEBOTO ¥ Ta30BOT0 Mosica. MBIIILIBI TOJTOBBI OCTa-
[0oTcsl MHTaKTHBIMU. HaOGmomaercst apeduiekusi, BBIXOASINAS 3a 30HY
pa3BUTHsI aTPOMUI U TTape30B.

JlexapcmBenHo UHAYUUPOBaHHAA MUacmeHus

C.A. JIuxaues, C.JI. Kyiukosa, A.B. Acranenko,
E.JI. Ococ, T.T. I'sumx
Pecnybaukanckuil Hay4HO-NPAKMUYECK UL YEeHMP HEB8POA0SUU
u netipoxupypeuu, Munck, Pecnybauxa beaapyco

BBenenune. MuacteHuss — ayToMMMYHHOe 3a0o0JieBaHUE, KJIMHU-
YecKue MPOSIBJICHUSI KOTOPOTO 0OYCIOBICHBI SIBICHUSIMU ayTOarpeccuu
¢ 00pa3oBaHMEM aHTHUTEN, HAMIPABJICHHBIX K Pa3IMIHBIM aHTUTEHHBIM
MUIIEHSIM TieprudepruuecKoro HeipoMOTOpHOTro armmapara. [10CKoIbKy
B OCHOBE ITaTOreHe3a 3a00JIeBaHMsT JISKUT HapyIlIeHe HEPBHO-MBbIIIIEY -
HOIi mepenayn, HeKOTopble JeKapcTBeHHble cpenctBa (JIC), okasbiBast
BJIMSIHUE Ha paboTy CMHAIICOB, CITOCOOHBI BBI3bIBAThH JIEKOMITCHCALIMIO
CUMIITOMOB MUACTeHUU. B tuTepaType onmmcaHo HemMasio ciydyaeB, Koraa
Ha (hoHe MmpruemMa MeTUKaMEHTOB IO MTOBOIY MMEIOIIMXCST COMTYTCTBYIO-
X 3a00JIeBaHNIA BO3ZHUKAJIA TEKOMITEHCAIIMsI CYLIECTBYIOLICH MUacTe-
HUU, MO0 pa3BUBAJICS Ne0I0T 3a001eBaHMS.

Ienb uccaenoBanuss — aHaIu3 COOCTBEHHBIX HAOJIOAEHUIT TeKap-
CTBEHHO MHIYLMPOBAHHOI MUACTCHUM.
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HepBHo-MbiweyHbie BOJIE3HH

Marepuajnbl 1 MeToabl. PaboTa npoBeneHa Ha 6a3e PecryOiaukaH-
ckoro muacreHnuyeckoro ueHrpa I'Y «PHIILL HeBposioruu u Heilpoxu-
pyprun». [IpoaHaIM3upoBaHbl CITyYan JeKapCTBEHHO WHAYLMPOBAHHOM
muacteHuu 3a nepuof ¢ 2007 o 2013 . 1ist moaTBepKAeHUS AUArHO-
3a MMACTEHUU MCTOJIb30BATM TaHHbIe KIMHUYECKONW KapTUHBI (CUH-
TIPOM TIATOJIOTMYECKOMN MBIIIEYHON YTOMIISIEMOCTH), HAIMUUE TeKpe-
MEHTa aMIUIUTYyabl M-oTBeTa 1Mo AfaHHbIM DMI, onpeaeneHue aHTUTEN
(AT) K alleTIX0MHOBBIM pelenTtopaM (AXP) u apmakosornyeckue
npoObl. CTeneHb TSKeCTU 3a00JIeBaHUSI OLEHUBAIU MO S-0a/uibHOM
wkane MGFA Clinical Classification.

Pesyabrarsl. M3 1078 nauueHToB, cocTosiuX Ha yyere B Pecriyonu-
KaHCKOM MMaCTeHUYeCcKOM 1ieHTpe Ha 1 nekadbps 2013 1., 3aperucTpupo-
BaHO 13 ciyyaeB JieKapCTBEHHO WHAyLMpOBaHHON muacteHuu. JIC,
CMPOBOLIMPOBABIIUMU JIEOIOT 3a00Ji€BaHUS, SIBUIUCH CONU(EHALMH,
LETPOPEINKC, cCba30H (2 cirydast) U XJIOPIIPOTUKCEH. YXYIIIeHUEe Teue-
HUSI MUACTeHWM HaOogasoch Ha ¢GoHe MpueMa a3suTPOMUIIMHA,
uunpoduiokcaimHa (2 ciyvast), cyibbarta marHus (3 HaOIOAEHUS)
¥ TAMCYJIO3WHA.

IIpuBoouM coOOCTBEHHOE KIMHHYECKOe HaOmoaenue, korma JIC
CITPOBOIIMPOBAJIO NeOIOT MUACTEHUU.

Ilayuenm b., 1939 2. p., obpamuacs 6 Pecnybaukanckuii muacmenu-
ueckuii yenmp 6 2010 e. oas ymounenus ouaeroza. M3 anamuesa cmano
U3BECMHO, YMO MYICHUHA cmpadaem 000pOKauecmeeHHol eunepniasuei
npedcmamenvroil Hceaesvl (AI'TIK), no noeody ueeo 6 meuenue 3 mec no-
ayuan coaugenayun 6 doze 10 me excednesno. Cnycms 20 Oneil nocae om-
MeHbl npenapama noABUAUC Hcanodbl HA GbIPAICCHHOE HAPYUIeHUE 210Ma-
HUs, peuu, caabocmb mululy uieu, onywenue eéexa. Ilo noeody danHbix
#can06 OblA 20CHUMANU3UPOBAH 8 CIAYUOHAD NO MECMY JCUMENbCMEa, 20e
Ha 0CHO8aHUU 0COOEHHOCMEl KAUHUYECKOU KapMUHbl, NOA0JICUMENbHOO
npo3epunosoeo mecma 0biA ycmanoeaeH OUaeHO3: MUACMEHUs, énepavie
8vlsGNeHHAA, 40 Kaacc majcecmu, ¢ NPeUMyUu|eCmeeHHbIM NOpadceHuem
210MO*HO-AUYe8oll Myckyramypul. Ha ghone ucnonvsoeanus 6vicokux 003
entokoxopmuxocmepoudog (I'KC) (nyavc-mepanus memuanpeoHu3010HOM
1000 me 8/6 kaneavro, No5) u anmuxoaunscmepaswvix JIC (AXDJIC) cum-
nmMomblL Muacmenuu OblaU Kynuposauvl 6 mevenue 7 oneil. B nocaedyrouwue
3 eoda nabardeHus 3a NAYUEHMOM Peyuduso8 CUMNMOMO8 MblUleHHOU
caabocmu He Habaodarocy, He ObLI0 HeoOXOOUMOCMU 8 UCNOAb308AHUL
AXDJIC. Yposenv AT k AXP 6 nepuod pemuccuu cocmasun 0,41 umonnv/a,
umo coomeemcmeyem Hopme (< 0,45 HMoAb/1) uru Kpumepusm ceponeea-
MUBHOU MUACTMEHUU.

Oo6cyxnenue. B MTHCTPYKIIMY [TO TPUMEHEHMIO cofnbeHalMHa 3Ha-
quTcs, 9ro gaHHoe JIC mpoTHMBOMOKa3aHO MpH MuacteHuu. OgHAKO
MallMeHT paHee He MMeJT CUMIITOMOB MBIIIEYHON ci1abocTh. Takum
00pa3oM, MOXKHO TPEIIOTIOXKUTh, YTO COMUbEHAIINH, SBISISICh M-X0mm-
HOOGJIOKaTOpOM, CIIPOBOLIMPOBAI CHMIITOMBI 3a0osieBaHusI. PerneHue
BOIpOCa, SIBJISIETCST JTM TaHHBI MUACTEHUYECKWI 3TTU30/ ayTOMMMYH-
HBIM COCTOSTHUEM WJIA TTOOOYHBIM JCUCTBUEM coidbeHaHa, TpeoyeT
MaJIbHEMIIIero HaOMIOAEeHUsT 32 COCTOSTHUEM TalMeHTa W TUHAMUKON
Tutpa AT K AXP. B nosib3y ayTOUMMYHHOT'O COCTOSIHUSI CBUIETEJIbCTBY -
et xopouuit otBeT Ha ' KC-Tepanuio. OnHako 1e610T MUaCTEHUU TOCIIe
ucrosb3oBaHust HoBoro JIC, Gy0Kupyloliero paboTy HepBHO-MbIIIIEU -
HOTO CHHarica, ObICTpOe KyMMMPOBaHWE CUMITTOMOB, OTPHUIIATEIbHbII TECT
Ha AT Kk AXP, oTcyTCTBME peliMIMBa CUMIITOMOB MBIILIEYHOU CllaboCcTn
3a Tocienyronue 3 rona HabIIOAeHWSI TO3BOJISIIOT IyMaTh O JIEKAPCTBEH-
HO WHAYLIMPOBAHHOM MUACTEHUIECKOM 3MH3071e. TakKe Npu AeTaTbHOM
M3Y4eHUU MHCTPYKIIMU 110 MCITOJIb30BaHuUI0 1aHHoro JIC ycTaHOBIIEHO,

YTO MOcJIe 0JHOKpaTHOTOo BBeAeHUs 10 Mr C-meueHoro coiudeHalmHa
cnycTs 26 nHeit 6pu10 06Hapyx)eHo 69,2 % paaroakTMBHOCTH B MOYe
u 22,5 % B dexkanusx. TakuM 06pa3oM, HECMOTPST Ha Pa3BUTHE CUMIITO-
MOB MUACTeHMH cITycTst 20 THeit mociie ero OTMEHBI, CYIIECTBYET BbICOKAst
BEPOSITHOCTD B3aMOCBSI3U 3TUX SIBICHU.

J1e610T MMAaCTeHUM ¢ MMAaCTEHMYECKOTO Kpr3a Ha (hoHe BBeNeHUsI
cnba3oHa HaboaaICs y 2 MalMeHTOK, UMEIOILMX B aHAMHE3€ CUMITTOMBbI
MBIIIEYHOM cTab0CTH B BUIE MPEXOISIICH TUTUIOTIMH, CJTA00CTU KOHEeY -
HOCTeii, KOTOpble ObUIM HEBEPHO pacLeHEHbI HEBPOJOraMH KaK CO-
MaToopMHasi BereTaTMBHasl AMcHyHKIMsI. Ha3HaueHue cenaTMBHBIX
MperapaToB MPUBEIO K PAa3BUTHIO JbIXaTeJbHOW HETOCTAaTOYHOCTH,
notpedosasiueit MBJI. TMocie KynupoBaHUsS MMACTEHMYECKOTO Kpu3a
B 000MX CJTyJastx MaMeHTKU HYXKIAIUCh B JUTMTEIbHOW MTaTOreHeTHYe-
CKO¥i Tepanuu.

Pa3BuTre mpexomsmmx CUMITOMOB MBIIIEYHOM CTa00CTH B BUIE
nTo3a u odTaabmMornape3a Ha (hoHe TpremMa XJIOPIPOTUKCEHA SIBIISIETCS
OMHUM W3 BO3MOXKHBIX OCJIOXHEHUI HCIob3oBaHus maHHoro JIC,
MPEIYCMOTPEHHBIX MHCTPYKIUEH 1Mo ero mpuMeHeHuio. CioxHee 00b-
SCHUTb pa3BUTHE ITo3a Ha (hOoHe Mpuema IeTpopeirkca (perpec-
CHPOBABILETO ITOCJIE €T0 OTMEHBI ), KOTOPBIif OTHOCUTCSI K aHTaTOHUCTaM
TOHAIOTPONMH-PUIM3UHT-TOPMOHA U UCTIOIB3YETCsT TSl 9KCTPAKOPTIO-
PaJIbHOTO OTIOAOTBOPeHMsI. HY B OTHOM MHCTPYKIIMK IO IPUMEHEHUIO
nanHoro JIC He oMmMcaHo BO3MOXHOE BIMSIHUE Ha HEPBHO-MBIIIIEYHYIO
repenavy.

Crydau ycyryoJsieHust TeueHust 3a00JieBaHusI Ha (hoHe TIprueMa a3u-
TPOMUIIMHA, TUTTPOGhIOKCALIMHA U CyTh(haTa MarHusi OMMCAHBI B JIUTE-
patype, B cBsi3u ¢ 4eM naHHble JIC oTHOCSTCS K MmpernapaTtaM ¢ OTpaHu-
YeHHBIM IIPUMEHEHUEM Y MTAIIMeHTOB ¢ MUacTeHuei. CI0KHO OOBSICHUTh
NEKOMIICHCALIMIO CUMIITOMOB 3a00JieBaHKsI Ha (hOHe MprueMa TaMCyiIo-
3MHa, KOTOPBIII OTHOCHUTCSI K IPYIIIIE a-aapeHob1okatopoB. [IpuBoarm
K/IMHIYECKOe Ha0JIoieHne.

Ilayuenm C., 1949 . p., umen 00HOKpamHbLil MUACMEHUHECKUL SNU300
6 sude nmosa u ogpmanvmonapesa ¢ 2002 ., Komopblii ObiA KYRUpPOBaH Ko-
pomkum kypcom TKC u AXDJIC. B meuenue nocaedyrowux 10 1em ommeuan
cmolikyto 6e3medukamernmosnyio pemuccuro. B 2012 e. nayuenmy 6oin Ha-
3Hauen mamcyno3ur no noeody JI'TIK 6 cpedneii mepanesemuueckoii dose.
Cnycms 2 Hed om Havana npuema 603HUK peyuous CUMnmomo8 MUaAcmeHuy
6 6ude dunaonuu u ogpmanvmonapesa. Yposenv AT k AXP 6 cvieopomke
xposu cocmasun 0,46 monv/a (nopma < 0,45 umoav/n). Tamcyrosun 6vin
ommenen. C yuemom omcymemeus agpgpexma om mornomepanuu AXIJIC
K neuenuto oviau dodasnenvt IKC. Cumnmombl 3a0601e6anus pecpeccuposant
6 meuerue 3 mec. M3eecmno, ymo mamcyn03ur uzdupamenvro 6.10Kupyem
nocmcunanmuyeckue o 1A-aoperopeyenmopul 2Aa0KUX Mbluly, npedcmamens-
HOUl Jicene3vl, uleliKu Mo4e8020 ny3uips U NPOCMAMU4ecKoll Yacmu ypempbl.
Jlannblii U0 peuenmopos Omcymcmeyem 6 CKeiemHoU MycKyiamype,
umo 3ampyonsem mpaKmosKy 63aumocea3u CUMNIOMO8 MUACMEHUY U NPU-
ema mamcynosuna. Boamoscro, obocmpenue 3a601e6anus 6uUn0Ch cognade-
Huem, a He caredcmauem Ucnoawv3oearnus dannozo JIC. Oonaxo om nosmop-
H020 HA3HAYeHUs NAUUEHMY MAMCYA03UHA 8030EPICANUCD.

3akimoyenne. Ha apMaiieBTHIeCKOM PBIHKE €XKETrOTHO TOSIBIISIET-
cs1 6ostblioe KonuecTBo HOBbIX JIC. HekoTophble U3 HUX, BIUSIS HA HEPB-
HO-MBIIIIEYHYIO TIepeiauy, MOTYT ObITh ITOTEHIIMATBHO ONTACHBIMU JIJIsI T1a-
LIMEHTOB C MUACTeHUEl. B CBsI3M ¢ 3TMM Ha3HAYeHKE TOTTOJTHUTEIbHOM
JIEKapCTBEHHOM Tepanmuu TpeOyeT OT Bpaya TIIATEIbHOTO M3YdeHUsI
MHCTPYKLMH o npuMeHeHuo JIC u HabtoeHusI 3a TeYEHUEeM MuacTe-
HHMM Ha (OHE UX MCITOb30BaHUSI.
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Paspabomka 3yheKmuBHOill cucmembl
ANA AuarHocmuku peneyud u gynnukayui
npu MblweYyHoli gucmpouu
NrowenHa/bekKkepa

A.H. Jlorunosa, H.B. Komaposa, A.B. IToaskos
DI'BY «Meduko-eenemuueckuii HayuHolii uenmp», Mockea

Muonuctpodust JomeHHa — OTHO U3 CaMbIX PaCIPOCTPAHEHHBIX
HEPBHO-MBIIIEYHBIX 3a00J1eBaHuii, BcTpevarolieecs ¢ yactoroi 1:3500
HOBOPOXKIEHHBIX MAJIBYUNKOB. DTO 3a00JieBaHE O0YCIOBJICHO MyTally-
siMu B TeHe auctpoduHa (DMD) u xapakTepusyeTcsi pAHHUM HayajioM
(2—5 ner), mporpeccupylolleil MbIIeYHOI ciaabocThio, aTpodueit
U TICeBIOTUTIEpTPOdHEil TPOKCUMATBHBIX MBIIII. Hepenko 3aboneBaHue
COTPOBOXIACTCS KAapAMOMUONATUSIMU W HapylIeHUeM WHTEJUIeKTa.
BosbHble yMUpalOT Ha 2—3-M JECATWIETHH, KaK IMpPaBUJIO, OT Ibl-
XaTeJIbHOW M CeplIeuHOI HEeTOCTATOYHOCTH.

CyuecTByeT ajuiejibHasi ¢hopma 3a00JeBaHUST — MUOIUCTPODUSI
Bekkepa, xapakrepusylolasics 6osiee Mo3IHUM HavyajaoM 3a00JeBaHUS
u 6oJiee MSITKUM TeueHueM. KiimHudecku pasiesieHHbIe 2 3a00J1eBaHUsT —
muoauctpodus dromeHHa u muonuctpodust bekkepa — reHeTUYeCcKu
SIBIISTIOTCSL eHOM hopmoit Muonuctpoduu dromenHa/bekkepa (J1/B).

Io naHHBIM TUTEpPaTYpHI, B 60 % CcityyaeB MyTaluu, MPUBOASIIIE
K muoauctpoduu 1/b, npeactaBisior co00il MpOTSXKEHHbIE IeIeLun
(ot 1 10 HECKOJIBKUX IECSITKOB 9K30HOB), B 30 % — TOYKOBBIE MYTALlUH,
B 10 % — nyruimkanuu.

OnHako u3-3a 6oJbIIoro pa3Mepa reHa DM D, a Takke orpaHuyve-
HMIA TIPUMEHSIEMBIX METOZIOB MOJIEKYJISIPHO-TeHETUIECKasT TMarHOCTHKA
3HAUMTEJLHO 3aTpyIHeHa. B HacTosIIee BpeMst CTaHIapTHBIM METOIOM
HCCJIEIOBAHUS SBJISIETCS JeTeKLMS 27 «rOpsiuMX 9K30HOB» reHa DMD,
ITO3BOJISIONIAs BBISIBIATE OKOJIO 98 % BCcex KpYNHBIX aesnenuit. JleTek-
U0 IyrutMKauuii reHa DMD v aHaiu3 HOCUTEJIbCTBA JIeJICLIUA Y POJI-
CTBEHHUILL OOJIBHOTO O HACTOSIIEr0 BpeMeHW He mpoBoau. Llesbio
Haleil paboTbl Obl1a pazpaboTKa METOI0B KOJIMYECTBEHHOIO aHaIn3a
IYTUTMKAIUiI 1 aejietuii rena DM D u onipenesieHUe 4acTOThI yTUTHKa-
Ui B BBIOOPKE 001bHBIX MUoauctpodueii /b uz Poccun. s pee-
HMsI TTOCTABJICHHOMW 3a1auyl HaMU ObLT pa3paboTaH KOJWYeCTBEHHBIM
METOJI Ha OCHOBe crelubuyecKkoil urasHoii peakiimu. C MOMOIIbIO
JIAHHOTO METO/1a Mbl TTPOAHAIM3UPOBAIU AaHHbIE 237 GOJbHBIX MUOAM-
crpocdueii [1/B, y KOTOPbIX He 0OHAPYKEHO MEJICLUA «TOPSTIMX IK30-
HoB». Cpeau 191 OGosnbHOrO Aejneuuu U AyIUIMKaLUUW B reHe DMD
He oOHapyXeHbl. JlyIIMKauu BeIsiBIeHBI y 37 mauueHToB. Jdenenuu
HE «TOpsilYMX 3K30HOB» OOHapyXeHbl Y 9 00JbHbIX. TakuM 0Opaszom,
IYTUTMKAIUU OOHapyXeHbI B 6 % cilydaeB, UTO COBITQJAeT C TaHHBIMU
nuTtepatypbl. KpoMe TOro, TaHHBIM METOM MO3BOJISIET BBISIBJISITH JeJie-
LMK/ IYTUTUKAIY Y KeHIIWH, YTO TO3BOJISIET OMPENEeUTh HOCUTEIbCT-
BO MyTauuii B rene DMD.

NMopo3peHue Ha XpPOHUYECKOe meyeHue
Knewesoro 6oppenuo3a

P.B. Marxanos, P.A. U6arymmn, B.®. Tynnk

bawrkupckuii cocyoapcmeennolii meouyuHckuil ynugepcumem, Ygha

Ieab uccaenoBanns — OleHKA BOZMOKHOCTH TUATHOCTUKH XPOHM-
YecKoro TeueHus Kieiiesoro 6oppennosa (Kb) coracHo cyiiecTByro-
IIUM KPUTEPUSIM.

Marepuaibl u MeToabl. [IpoaHanu3upoBaHbl 12 KIMHUYECKUX CITy-
YyaeB ¢ NMoJ03peHUeEM Ha XpoHHuuyeckoe TeyeHue Kb y O0bHBIX, TTPOXO-
MUBIINX 00CJIeoBaHNEe M JieYeHHe Yy HeBpoJiora PecrybamKaHCKON
kauHnveckoit 6onpHULB (PKB) (1. Ydba) B 2010—2014 rr. Cpennuit
BO3pacT 00JbHbIX cocTaBwi 43,4 + 12,2 roga. M3 12 nauureHToB ObUIO 8
(66,7 %) xenumH, 4 (33,3 %) Myx4unHbl. Bce 6obHBIE OTMEYATN YKYC
WM YKYCBI KJIELIei B MPOLLIOM, JaBHOCTbIO OT 1 10 20 jeT u Gouee.
Jluwb y 5 O0sbHBIX ObUIM YKa3aHUS Ha repeHeceHHbI octpbiii Kb.
Ha nepeHeceHHBbII OCTpBId KJIELIEBOM sHIeaATUT yKa3blBaIU elle 4,
OIHAKO JIAOOPATOPHOE TIOATBEPXKICHHE 3a00IeBaHNST Y HUX JINOO OTCYT-
CTBOBAJIO, JIMOO ObLIM TUTPBI OTPULIATENIbHBIE. Y OCTAIbHBIX 3 TTALIMEHTOB
He ObUIO yKaszaHWii Ha OTYETJIMBBINA OCTPBIM Tepuoa 6osie3Hu. Bcem
GOJBHBIM TIpOBOIMIIM MMMYyHOMDepMeHTHBIN aHamm3 (MDA) kpoBu
Ha KB, B 3 (25 %) cityyasix OTMEY€eHbI TOJIOXUTEJIbHbIE peaKLIMU KPOBU
B He3HauUMTeJIbHbIX KOHUEeHTpauusix (IgM umu 1gG). JlrombasibHast yHK-
st 6bua TipoBeneHa y 6 (50 %) GOIBbHBIX, B OCTATBHBIX CITydasiX MOJy4eH
0TKa3 Ha TMPEIUTOXKEHHYIO ITPOLIEAYPY.

PesynsraTbl. Benynmmmu cMHIpoMaMu TPY 0OpalleHUsIX K HeBPO-
JIOTY SIBUJIMCh: cOueTaHue HIe(haIonaTiy U IMOJIU -/ paauKyIoHeporia-
Tiu (n = 5), NOJIU- U/ Wi MOHOHeliponatus (n = 3), sHuedanonarus (n
= 1), acTeHO-BereTaTUBHbIN cUHAPOM (1 = 2). Y 1 6osbHOTrO HabIIOMA-
csI CUHIPOM TNapKUHCOHM3Ma. [1o TaHHbIM aHaIM3a JMKBOPA JIUIIb B |
ciydae ObIJIO OTMEUEHO HeOOJIbIIOE TTOBbILIEHNE YPOBHS Oesika (1o 0,66
r/n). [posenennsiii MMA nuksopa Ha Kb HM B ofHOM cityyae He nai
TTOJIOKUTEIBHOTO pe3ysibraTa. B 7 ciyyasix ObUT MpoBeieH KypC aHTUOM -
oTUKOTepanuu (LedTpruakcoH), B 4 U3 KOTOPbIX OTMEYEH YMEPEHHbII
MOJIOXKUTETbHBIN 3hdekT. B 3 ciyyasx ahdexr ot jeyeHust He yCTaHOB-
JieH. B maHHOI rpyrire 60s1bHBIX oOpalliai Ha ce0si BHUMaHUe cliydaii
MalMEeHTKHU ¢ TTOBTOPHBIMU OOpAIIeHUSIMU U TOCITATATU3ALIUSIMU B CTa-
LIMOHAp.

Hcmopus 6oaesnu. l[layuenmka K., 19 nem, 3ab6on1esanue passuea-
sn0cb nocmeneno, ¢ 2009 ., koeda énepgvie 803HUKAO ONYUEHUE 186020
geka, uepez HeKomopoe 8pems NOABUAUCH HAPYUWIEHUS 2A0MAHUs, peyll,
803HUKAAQ CAAOOCMb AUUEeOU MycKyaamypsl. B npouinom 6viau ykycel
Kaeujeit, nocaednuii 6 2008 e. [layuenmka Kaeuegyro apumemy ompuuyana.
Heoonokpamno npogoduacs Kypc cmayuonaproezo aevenus 6 PKb, exaio-
4as 20pMOHAABHYI0 mepanuto (Nyabc-mepanus), AHMUOUOMUKOMePanuio.
Cybsexmuero cocmosiHue HecKoabko yayuuanrocs. O0HaKko HeapoaocuvecKu
COXpanANacy cmouxas cumnmomamuxa. Tevenue 3a601e6anus cmayuo-
HapHoe, ¢ nepuodamu yxyoueHus cocmosnus. B aseycme 2013 2. 6oavhas
8HO8b OOPAMUAACH K HEBPOAO2Y C JCAN00AMU HA HAPYWIeHUe peYl, 2010cd,
210MaHus, 3aKpbleaHUe 6eK, HaAcmylo 20A08HYI0 004b, WAMKOCMb
npu xodvoe, 00wyt crabocmeo, 604U 8 NONAMOUHBIX 00NACMAX, 8 MIUYAX
eonenell. B anammnese: kpunmoeennolii cencuc ¢ 18-0nesnom 6ospacme,
anemus, muokapoum ¢ 2006 e. Mencmpyayuu peeyaspuvie ¢ 14 nem.
boavras 6vira eocnumanusuposara é neeponozuueckoe omoenenue PKB.
IIpu ocmompe ommeueno: cocmosHue y0oeaemeopumenvHoe, Hedocma-
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mounocms numarnus (macca meaa 39 ke). Kojchvle nokposwi O6aednvle.
B neekux eesuxyaapuoe ovixanue, xpunos nem. Yacmoma ovixanus 18
6 munymy. A 100/60 mm 6ooun.cm. Ilyavc 64 yo./mun. Hd3vik cyxoeam.
Kusom ymepenHo 6one3nen 6 snueacmpanvhoii ooracmu. Moueucnycka-
Hue, cmyAa He HapyuieHsl. JleycmoporHui nmos, 6oavue creéa. Monoky-
AapHblil Hucmaem. Tunompodus sce6amenbHbix Muludl, CHUNCEHUE UX CUNbL
do 4 6annos. Jleycmoponnuii nposonapes b6onee gvipaicentulii cresa. lu-
nompoghusa u acyuxyaayuu nodb6opodournsix moiuy. Ommeyaem nonep-
xueanue npu ede. lunompoghus szvika 6oavue creea. DPacyukyrayuu
azvika. Obsem deuxncenutl a3vika oepanuyer. lonoc muxuii. Peub cmazan-
nas. dupgysnas moimeunas eunomonus. Inyboxue pegaexcor [ = S,
¢ PYK — He8bICOKUe, KONeHHble — YMEPEHHO JICUBbIe, AXUAN08bL ONCUBAEHDL.
ITamonoeuueckux cmonnvix 3naxoe nem. Cuna mviuiy pyK U Hoe 6 NpoKcu-
ManvHuIX omaoenax KoneuHocmell cHuvcena 0o 4 6aninoe. B noze Pombepea
Heycmoiuuga. KoopounamopHsie npo0bvl 8b1N0AHAEM ¢ N€2KO0U UHMEHUUel.
YyecmeumenvHocms He Hapyuiena. Ilposedeno obcaedosanue. O6ujuii
anaau3s kposu: aeiuxoyumol — 5,4 % 10°/4, apumpoyumor — 4,59 < 10'?/x,
eemoenobun — 115 e/a, Ckopocms ocedanus spumpoyumos 7 mm/4. Ino-
ko03a kposu 4,0 mmonsv/a. O6wuii anasuz mouu, OUOXUMUHECKUL AHANU3
Kpoeu — 6e3 namoaoeuu. Anaauz kpoeu Ha cugpuauc, BUY, eupycholii
eenamum B — ompuyamenvnuiii. Pezyrvsmamul snexkmpoxapouoepaguu:
CUHYCO8As apUMMUs; 4aAcmoma cepoeunvix cokpawenuii 60—74/mun,
YMepeHHble HapyuleHUs Penoaspu3ayuu 6 nepedne-nepe2opooouoil 0oaa-
cmu 1e6020 Jcenydouka. Pezyabmamor axoxapouoepaghuu: nposanc mum-
panvHoeo kaanauna I cmenenu. Penmeenoepaghus opeanoé epyOHoul Kaem-
ku, Y3H opearnoe bprowroii nonocmu ocobeHHocmell He bia6un0. JlanHble
MPT: ouacogvie usmenenus npagoil N0OHOIU U 3ambulA0YHOU doaell ¢ 0beux
CMOPOH no muny demuearunusayuu, 6e3 HaKoOnAeHus KOHMPAcmHO20 e-
wecmea. [losmoproe nposedenue uccae006anus He 8blA6UN0 KAKOU-1UO0
dunamuku npoyecca. Pesyromamor DHMI: akcononamus manobepyosbix,
Auyesvix, N00sA3bIYHBIX Hep8os. JlaHHble NOBMOPHO20 UCCAe008AHUS MUK~
6opa: becuysemubiii, npo3paunvlii; 6esok — 0,41—0,66 /1, yumosz — 4—12
Kaemok,/mka. Hccaedosanue Kposu u AUK8OPA HA Kaeujesoll dSHyedaium
nokaszanro ompuyamenvivie pezysvmamol. HPA auxeopa na Kb makoce
ompuyamenvhviii. Ilosmoproe nposedenue UDA kposu na Kb pasnvimu
mecm-cucmemamu nokasano ompuyamenvrulii omeem no IgG u nonocu-
menvhblit no IgM. Tlocmasnen duaeno3: Hetipoboppeauos, 111 cmadus,
SHUEPANONONUHEUPONaAmUsL ¢ NPEUMYU,eCmeeHHOl 8081e4eHHOCMbIO Kpa -
Huanvhvix Hepeos (111, V, VII, IX, X, XII), 6oavuie caesa, 06ycmoporHuil
2nybokuil npozonapes, 0yab0apHulil CUHOPOM, Ae2Kuil nepugepuyeckuil
mempanapes, ymepeHHas eecmubdyioyepedeitsapHas Hedocmamo4yHoCms,
nepeuuHO XpoHU1ecKoe meuerue.

3akmoyenne. TakuM 06pazom, B tuddepeHIIMaTbHON THarHOCTUKE
XPOHMYECKUX MOJMHEHPONaTHii HeOOXOIUMO MCKITIOUEHUE 3TUOJIOTH-
yeckoit ponu Bo30yautesss Kb. Bo Bcex npeacraBieHHbIX HAOMIOAEHUSIX,
BKJTIOYAsI TOCTICIHUI CITyJaii, OTCYTCTBOBAJIM OCHOBHBIC JJAOOpAaTOPHbBIE
KPUTEPUU XPOHUUYECKOTO Helpoboppennosa. B GObIIMHCTBE ciyyaeB
kiaHnueckue npusHaku nopaxeHus [THC nian LHC 6butn MUHUMATTb-
HBIMH ¥ COITPOBOXIATNCH ACTEHOBETeTATUBHBIMKM cUMITTOMaMu. [1ono6-
HBbIE COCTOSIHUSI CITeIIMAJMCThl YacTO pacleHMBAJIM Kak (yHK-
MoHabHble. OTCYTCTBME OCHOBHBIX KpUTepueB XxpoHudeckoro Kb
B BUJIE IJICOLIUTO3a M MHTPATEKAJIbHOTO CUHTE3a aHTUTeN K B. burgdorferi
He uckimovatoT Heitpooboppenunos (H.C. bapanosa u ap., 2010). ITocTa-
HOBKa JIMarHO03a B TAKKMX CJIy9asx BO MHOTOM MTPOBOIUTCST KITMHUIECKU
TPH YCIIOBUU XPOHUIECKOTO WJIM MEUIEHHO TIPOrPECCUPYIOLIETO TeUSHMSI
3a00JIeBaHMUsI, @ TAKXKE C YIETOM SMHMIEMHUOIOTMYECKOT0 aHaMHe3a.

AudhdepenyuanbHo-AUarHoCMuUYecKuil
anropumm npu NoA03peHuY Ha CUHAPOM
KapnanbHOro KaHana y B3pocnbix

A.A. Macaak!, C.C. Hukntun?, H.A. Cynonesa®,
C.T. IIpunucHosa*
' @I'b JIITY «Jleuebro-0300posumenvhutii uenmp Munucmepemea
uHocmpauHwix dea Poccuu»;
2DI'bY «HUH o6uweti namosocuu u namopu3uosoeuu» ;
J@I'BY «Hayunviii yenmp neeposocuu»;
‘DIVII «IlenmpanvHblii HAYHHO-UCCACO08AMEABCK UL UHCIMUMYM
mpasemamonoeuu u opmoneduu um. H. H. ITpuoposa», Mockea

Bgenenue. 2KajnoObl MalMeHTOB Ha OHEMEHME M IOKaJIbIBAaHUE
(mapecre3uu) B 00J1aCTU KUCTU B MPAKTUKE HEBPOJIOra BCTPEYAIOTCS
nocratouyHo yacto. CunapoM KaprnaiabHoro KaHajia (CKK) — naubosee
pacrnpocTpaHeHHast (opma TyHHEJIbHON HeiponaTuu, JUMarHOCTUKa
KOTOPO#1 1 MO ceil IeHb BbI3bIBAET TPYJAHOCTH B KIIMHUYECKOI MIPAKTUKE.
Knacenueckumu cumnromamu CKK cuuTaior napecre3u B 30He MH-
HepBauuu cpeauuHoro Hepsa (CH) c¢ 3axBaToM IiepBbIX 3 TajblieB
U paguaJbHOUN IOJIOBUHBI OE3bIMSIHHOTO TMajblia, YCUJIMBAIOILIUECS
B HOYHOE BpeMsl U Hapyllalole COH MalueHToB. TeM He MeHee cyllie-
CTBYeT OoJiblliasi BaprabeabHOCTh KiMHUYecKoit cummntomatuku CKK,
HanpuMmep, 60JIb U MapecTe3un MOTYT IMPOSIBJISITHCS B 3aISICThE UJIU MOJI-
HOCTBIO BO BCE€il KUCTHU, MHOTA PACIIPOCTPAHSIIOTCS B IPOKCUMAJIbHOM
HarnpapJeHUHU J10 JIOKTS WJIH elle pexe B rieyo. HecMoTpst Ha BBICOKYIO
YyBCTBUTEJIBHOCTD U CIIEIM(PUIHOCT KIIMHUUecKuX TposiBiieHunit CKK,
BapuadeJbHOCTb CUMIITOMATUKY B ITOMYJISILUKU OOYCIOBIMBAET HEOOXO0-
JIMMOCTbD MpoBeieHnsT TakuM natreHTaM DHMI. KoMruiekcHoe UCIob-
30BaHUE COOTBETCTBYIOLIMX MeToauK DHMI mnosBosisier onpenennTtsb
YPOBEHb TMOpaxkeHus Mnepudepruyeckoro HepoOMOTOPHOIO arrapara
B IOJIABJISIIOLLEM OOJIBLIMHCTBE C/TyYaeB.

Ilenp uccienoBaHus — COCTaBUTh U anpoOupoBarh AuddepeH-
LMAJIbHO-AMArHOCTUYECKU A aJITOPUTM Y MALIMEHTOB CO CIIOPHBIM JIMar-
HozoM CKK, ki1irMHrnYecKast KapTuHa KOTOPOTO HE TMOJHOCTbIO COOTBET-
CTBYeT KpuUTepusiM KiaumHuueckoro auarHosda CKK AmepukaHckoit
accolMaldy HEPBHO-MBILLIEYHON M 3JIEKTPOAMArHOCTUYECKON Menu-
urHbel (AANEM) nepecmotpa 2002 ; Ha COOCTBEHHOM KJIMHUYECKOM
Marepualie OnpeiesuTh U CPABHUTH BBISIBISIEMOCTh HauboJIee pacrpo-
CTPaHEHHBIX MaTOJIOTUil (HO30JOTMYECKUX ENMHUIL), CXOJHBIX IO CUM-
nroMam 1 TeyeHuio ¢ CKK.

Marepuassl u MeToabl. OTOOP NMaLMEHTOB 1151 AU hepeHLIMaTbHO-
JIMarHOCTUYECKOTO IMOMCKA MPOBOAMJICS U3 JIMLL, aMOyJIaTOPHO 0OpalliaB-
wxcs B kabuHer SHMI nonuknmuuku MU/ Poccuu ¢ HanpaBUTeib-
HbeiM nrarHo3oM CKK. B rpyrimy uccienoBaHusi BXOAWIN TTallUEHTHI,
MMEBILNE KIMHUYECKYIO KAPTUHY, KOTOpPast JTUIIb YaCTUYHO COOTBETCT-
BoBaja KJIuMHMYecKUM KputepusiMm AANEM. Hanpumep, oHemeHue
0eCrOKOMIIO TOJIBKO B 1 U3 MepBbIX 4 MajiblieB KUCTU, a COTJIACHO MEPBO-
My KJIMHUYECKOMY KpuTepuio BKItoueHuss AANEM nogoGHast cumIito-
MaTuKa JI0JKHa ObITh MMHUMYM B 2 U3 MEPBBIX 4 NMajiblieB. A TaKXe
CUMITOMbI OHEMEHUS U TIOKAJIbIBAHUS ObLIA TTOCTOSIHHBIMUY C MOMEHTA
BO3HUKHOBEHUS U HE YCYTYOJISIIMCh BO CHE, CTATUYHOM MO301 1 MHOTO-
KPaTHBIMU TMOBTOPSIOIIMMUCS JIBUXKEHUSIM pyKU. BojieBoil cuHapom
TOXE UMEJT «HETUITMYHYIO» JIOKJIM3ALUIO U TIpeobIafal B 30He TPOKCU-
MaJjibHee 3arsicTbs. O0cae0BaHHbIE NMALIMEHTbl HE UMEU TaKUX 3a00-
JIeBaHUU, Kak caxapHblii 11a0eT, TUIIOTUPEO3, CUCTEMHbIE 3a00J1eBaHUS
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COCIMHUTEIBHON TKAHU, OTPULIAJIN TPABMBbI U XUPYpPTUYECKKe BMella-
TEJIbCTBA B 00JIACTH IIEHHOTO OT/Iea TO3BOHOYHUKA M BEPXHUX KOHEU-
HOCTE#, XUMHMO- U JIyYEBYIO TEPAIHUIO.

Takum 06pa3oM, B UCClieNOBaHKEe BOLLIO 60 MAIMEHTOB, KAXKIOMY
u3 kotopbix DHMI npoBoauiacek Ha 06eux pykax (120 kucreit). Cpeau
00ce1oBaHHBIX ObLTO 42 XeHIIUHBI (84 kucTh) u 18 myxxunH (36 Ku-
creit) B Bo3pacte oT 25 10 75 (B cpeaHeM 55) jet. OCHOBOI 11 cocTaB-
JIIEMOTO aJITOpUT™Ma TUddepeHIMaTbHON TUarHOCTUKYU TTOCITY KT
MPOTOKOJ uccienoBanus Heiiporiatuu CH, nipeaioxennstit D.C. Preston
u B.E. Shapiro (1998), koTopblii ObL1 CKOPPEKTUPOBAH HAMU B YaCTU
uroapuyatoii OMI B uensix pacmupeHus auddepeHInaIbHO-
JMATHOCTUYECKOTO TIOMCKA.

HccnenoBanu mpoBOAsInyio (GYHKIIMIO CEHCOPHBIX M MOTOPHBIX
BOJIOKOH CpeJuMHHOro u Jiokresoro Hepsos (JIH), npuuem CH u JIH
OBUIM TECTMPOBAHBI HA BCEM MIPOTSIKEHUU, BKITIOUAsi CTUMYJISILINIO B TOY-
ke Opba. st CH oTBeThl perucTpupoBasivch ¢ m. abductor pollicis brevis,
s JIH — ¢ m. abductor digiti minimi; BO Bcex ciydasix 10 CTaHIApTHOM
cxeMe aHanusupoBaiu M-otset, F-BosHbl. Mronbuatyio DMI npoBo-
WU B cllydae CHMXXEHUSI amruiutyabl (Amm) M-otseta m. abductor
pollicis brevis cbitie 30 % OT HUXKHEI rpaHULIBI HOPMBI (4 MB), a Takxke
B CJIyJae MCKJIIOUEHMsI TOpaXKeHUsT TPOKCHMalbHee 3amsicThs. [1pu 06-
Hapy>XeHUU JAeHEPBALIMOHHBIX U3MEHEHUI MCCIENOBAIN MBILIIIBI, TIO-
JIyqarolle MUHHEpBaLUIO OT pokcuMaibHbiX BeTBeit CH (m. flexor carpi
radialis, m. pronator teres, m. flexor digitorum superficialis), a TAKXX€ MbI11I-
upbl, MHHepBUpyeMble JIH, ucxonsmum u3 kopewka C8-Thl (m. first
dorsal interosseus, m. flexor digitorum profundus, m. flexor carpi ulnaris),
U NapacrnuHaibHble MbllLbl Ha ypoBHe C7-Thl.

CKK
Heitpodusunornyeckum kpurepusim AANEM mna CKK nepecmotpa

Juartos MOATBEPXKIAJICS  COTJACHO  3JIEKTPO-
2002 r., peKOMEHIOBAHHBIM K MCIOJIb30BAHUIO B KITMHUYECKUX UCCIIe-
NIOBaHUSX [JIsl 0OecreyeHust BOCIPOU3BOAMMOCTU pe3yibraToB. CUH-
IPOM KPYIJIOrO TpOHATOpa AWArHOCTUPOBAJIM IPU HaJIWYUU OJoKa
npoBeseHus npu ctumy sty CH BblLIe JJOKTS ¥ TPU HAJTMYKUK JIeHepBa-
LIMOHHBIX U3MEeHEeHUI1 B m. flexor digitorum superficialis. Jnartos meiHoi
PaIMKyJIONaTUy CTaBUIM 1pU BbisiBisieMocT F-BostH no CH u JIH Huke
50 % v perucTpaliu AeHepBAMOHHBIX U3MEHEHUI B m. abductor pollicis
brevis, m. first dorsal interosseus, m. paraspinalis C7-Thl. lnarHo3s ruieye-
BOI TUIEKCOMATUX MEIMATIBHOTO U JIATEPaIbHOTO MYYKOB MOATBEPK A~
csl cHukeHueM AMin M-oTBeToB 1 ceHcopHbix oTBeToB CH 1 JIH, BbIsIB-
JIEHUU IEHEPBALMOHHbIX U3MEHEHWI B m. abductor pollicis brevis, m. first
dorsal interosseus, m. flexor digitorum superficialis © OTCyTCTBUU JieHEpBa-
uuu B m. paraspinalis muscle C7-Thl.

J1nst MOATBEPXKIAEHUS YCTAHOBJIEHHOTO YPOBHS MOPaXKEHUS B COOT-
BETCTBYIOIIUX ciiydasix mpoBoawii MPT 1ieitHoro otiesa mo3BOHOUYHM -
ka, Y31 CH u rieueBoro cruieTeHusl.

Pesyasrarbl. 13 60 06c1e10BaHHBIX MALIMEHTOB 3JICKTPOHEUPODU-
suosiornyeckum kpurepusim CKK AANEM cootBeTcTBOBajIO 46 maru-
€HTOB, U3 HUX y 34 6b11 ABycTopoHHUiT CKK (68 K1cTeit), a'y 12 manu-
eHroB npusHaku CKK Obutn BbisiBiIeHbI ¢ 1 cTopoHbl (12 Kucteit). Y 2
MalueHToB Ha | pyke ObLI AMarHOCTUPOBAH CUHIPOM KPYIJIOro MpoHa-
Topa. B 7 ciyuasix BbIsSIBI€HbI TPU3HAKW OJIHOCTOPOHHEH LIeHOM paau-
kynonaruu C8-Thl ¢ geHepBaLIMOHHBIM MTPOLIECCOM B COOTBETCTBYIOLLIMX
MblILAX. Y 2 MalMEeHTOB ObljIa BbIsIBJIEHA TUIeYeBasl MJIEKCOMATUS C BO-
BJICYEHUEM MeIMAJIbHOTO U JIaTepaJIbHOTO MyYKOB Ha 1 pyke. ¥ 3 mamu-
€HTOB (3 KMCTH, TaK Kak XajoObl OblJIM OHOCTOpOHHME) Tpu DHMT
He BBISIBWIM HapyllIeHU MPOBOAMMOCTU IO HEpBaM, ONUCAHHBIM

B IIPOTOKOJIE MPU HATUYUU CUMITTOMOB, B TOM YMCJIE U MIPU TOBTOPHOM
rccenoBaHum yepe3 6 Hex. MPT 1eitHOTO oThena y 9THX MallMeHTOB
He MoKa3zajia 3HauMMbIX AeTeHePaTUBHBIX U3MEHEHU I MEKITO3BOHKOBbIX
JIMUCKOB U MO3BOHKOB, Y3U BbISIBUIO MPU3HAKU MEIUATBHOTO SMUKOH-
JATUTA.

Takue HO30J10rMH, KaK pedIeKTOpHAs CUMIaTUyecKast IucTpodusi,
HiIeMUYecKasg MOHOMeIMYecKasi HelporaTusi, ONMCaHHbIE B JIUTEPAType
KaK BO3MOKHbIE IPUUMHBI U3y4aeMOT0 KIMHUYECKOTO CUMITTOMOKOMIT-
JieKca, He ObLIM JMarHOCTUPOBAaHbBI B MPEICTaBIEHHON BbIOOPKE.

3akimouenue

* CKK sBasieTcsl caMoii 4yacToil MpUUMHOM Xajlo0 Ha OHEMEHUE
W/WIK mapecTe3u B obmactul kuctu. B 2/3 ciryyaeB CKK nmeet nBycto-
POHHIOIO JIOKaM3auurio. Bropasi 1o yactore npuumMHa — KOpPELIKOBast
nuchyHkuust ypoHsi C8-Thl. Topa3no pexe BCTpeyaloTcs TuieueBast
MJIEKCOTATUsI U CUHAPOM KPYIJIOTrO IMpoHaTopa.

* Wcnonb3yeMblit B pabore OMI-airopuT™ Mo3BOJISIET YCIEIHO
npoBoauTh nuarHoctuky CKK, pasrpaHn4uBas ¢ ApyruMu rnaTojaorusiMu
CH ¥ cOOTBETCTBYIOLIMX CETMEHTOB LIEHHO-TJIEUEBOTO CIIJIETEHUSI.

* B nuddepennmnanbroii auarnoctuke CKK Y3U siBnsieTcst Kom-
MJeMEHTapHBIM METOIOM OTHOCUTETbHO DHMI.

MonerynapHo-renemuyeckas uarHocmuxa
U yacmoma 3aboneBaHus BpoKAEHHOI
Mblle4Hoil Aucmpopuu (Mepo3uH3aBucuMoii)
B Poccuu

T.b. Munosunosa, E.JI. laxam, I'.E. Pynenckas,
A.B. IToasikos

DI'BY «Meduro-eenemuueckuii Hayunwlii yenmp», Mockea

Beenenne. BpoxaeHHsle MbllieuHble auctpodun (BM/I) npeacras-
JISIIOT CO0O#A IpyIIIy HEPBHO-MBbIILIEYHBIX 3200JI€BaHUI, XapaKTepU3yIo-
LIMXCS TSIKETON TMITOTOHUEN, MBILLIEYHOM CTa00CThIO Y KOHTPAKTYpaMHu.
3abosneBaemocts BM/I oueHuBaercs kak 7 Ha 1000000, npuyem Bkiaj
BPOXAEHHOI MbIlIEYHO AucTpodun, MeposuHzasucumoit (BM/I1A),
cocraisieT B 30—50 % ciydaeB BM/I B eBporieiickux crpanax. OmHako
TouHast yactota BMJI1A 1 yactota HOCUTEJIbCTBA TAHHOTO 3a00JIeBaHMS
Ha JIaHHBI1 MOMeHT He onpeneneHbl. K denoruny BMI1A npusoast
MyTauuu reda LAMA2, Konupyiomemy o,-Lelb MEPO3UHA, KOTOPbIi
MPUHUMAET YYacTUE B MEXKKIETOYHOM B3aUMOJIEHCTBUU, PA3BUTUM HE-
PBOB M MUIpallMM ILIBAaHHOBCKMX KJeToK. Kiaccuueckuii ¢eHoTun
BMIIA nposiBasieTcss nepuUMTOM Mepo3MHa TMpPU UMMYHOTHUCTO-
XMMUYECKOM MCCIIEN0BAHMH, TATOJOTMYECKUMU CUMIITOMAMU Mbl1LIeY-
HOWi nereHepatuu, ¢pudpo3oM U XapaKTePHbIMU U3MEHEHUSIMU OEJIoro
BellecTBa rojioBHoro mosra. IeH LAMAZ2 pacrniofloXeH Ha JUIMHHOM
jieye XpoMocoMbl 6, TokpeiBaeT 633.43 kb u coctout u3 64 3K30HOB,
YTO JIeJIaeT MOJIEKYJIIPHO-TEHETUYECKYI0 nuarHoctuky BM/I1A tpyno-
E€MKOW, JUTMTEJIbHON U JOPOTOCTOSIIIEH.

Ileab uccaenoBanuss — ornpeneieHue yactotsl BMIIA u Hocu-
TEJIbCTBA JAHHOTO 3a00JieBaHUsI, pa3paboTKa JAELIEBbIX M OBICTPBIX
CMoco0OB MOJIEKYJISIpHO-TeHeTUYecKoi 1uarHoctuku BMJI1A B otsiro-
IIEHHBIX CEMbSIX.

Marepuaiibi 1 MeToIbI. B ccienoBanme BKITIOYEHBI 26 ceMeil ¢ au-
arHo3oM BM/I1A. Tlouck MyTaluii OCyILECTBIISZIA METOAOM IPSIMOTO
aBTOMAaTUYECKOro cekBeHUpoBaHus 1o CeHrepy, Kak C MpsSIMOro, Tak
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1 ¢ obparHoro mnpaiimepoB, Ha mnpudope ABI Prism 3100 (Applied
Biosystems) ¢ Mcrojib3oBaHUEM ITPOTOKOJIA (PUPMBI-IIPOU3BOIUTEIIS.
B kauyecTBe MaTPUIIBI VIS CEKBEHUPOBAHUS MCTIOIB30BAIN (PparMeHThI
JHK, nosnyyeHHsle rnocie rnposeaeHus [P ¢ ucronb3oBaHUEM OpUTH-
HaJIbHBIX OJTMTOHYKJICOTHIHBIX ITPaliMepOB. AHAIN3 PEe3yJIbTATOB CEKBE-
HUPOBAHMS OCYIIECTBIISUIUA C rmoMolibio rporpamMm Chromas u BLAST
(http: //www.ncbi.nlm. nih.gov/blast).

Pa3paboTKy cucTeMbl AETeKIIMU 4YacTbhix MyTtauuii reHa LAMA2
OCYILECTBIISUIM MeTooM MynbruruiekcHoit TTLP ¢ mocnenyromeit pe-
CTPUKIIMEH.

Jnsa onpenenenusi yactotel BM/I1A ucnonbzoBanu JHK 1000
3M0POBBIX HEPOJCTBEHHBIX YEJOBEK, MPOXMUBAIOIIUX Ha TEPPUTOPUU
Poccuu.

Pesyasratbl. B pesynbsrate uccienoBanusi 26 mpobanmnos ¢ BMI1A
MYTallU{ B TOMO- WJIY TeTePO3UTOTHOM COCTOSTHUM OBbUTH BBISIBJICHBI B 21
ciydae, 4to coctaiser 81 %. OnpeneneH criekKTp Myrauuii reHa LAMA2
Y poccHiicKux 60IbHBIX. [IprMevaTebHO, YTO ObITH BBISIBICHBI YacThIe
mytauuu reHa LAMAZ2: c. 2049_2050delAG (ex 14), cocraBisitouias
9,5 %, c. 7536delC (ex 54), coctapnstiomiast 19 %, uc. 7732C > T (ex 55),
cocrapstiomasi 7,1 %. Ha ocHOBaHUM 9TUX MU MUPOBBIX TAHHBIX ObLTU
BBIOpaHBI 6 MYTallMii, ONMMCAHUE KOTOPHIX MHOTOKPATHO BCTpEYaeTcst
B JIUTEparype, Oblja pazpaboTaHa cUCTeMa NETEKLMU YacThIX MyTalluit
rerHa LAMA2, naopMaTUBHOCTb KOTOPOU cocTaBmiia He MeHee 35,6 %.

C IIOMOIIIBIO TAHHOM CUCTEMBI OBUT IIPOBEIEH IMOUCK YaCThIX MyTa-
1mii reHa LAMAZ2'y 1000 3m0poBbIX HEPOJICTBEHHBIX YeI0BeK. B pe3yiib-
TaTe UCCIIeNOBAHNUS BBISIBICHBI 2 MyTallMK B TETEPO3UTOTHOM COCTOSTHUU.
TIpoBeneHa olieHKa yacToThl 3ab0sieBaeMocTt BMJI1A 1 yacToThl rete-
PO3UTOTHOTO HOcUTeIbcTBAa BMJI1A.

3akiouenne. Y HacTosIeil paboThl €CTh MPSIMOE TPAKTUIECKOe
npumeHeHue. Y 21 u3 26 nmpodanmnoB ¢ BM/I1A nmonTBepiaeH KIMHUYE-
ckuii nuarHo3. OnpeneseH crekTp Myrauuii reHa LAMAZ2 y poccuiickux
OoJIbHBIX. BbIsIBIEHBI YacTble MyTauuu reHa LAMAZ2, 4Tto MO3BOJUIO
co3nath 9GHEKTUBHYIO CUCTEMY MOJIEKYISIPHO-T€HETUYECKOM 11arHo-
ctuku BMJI1A B OTATOIIIEHHBIX CeMbsiX. Takke B paMKax JaHHOM pabo-
ThI BIIEPBbIE YCTAHOBJIEHBI 3a00sieBaeMocTh BM/I1A 1 yacToTa retepo-
3UTOTHOTO HOCUTENIbCTBA B Poccun.

Anropumm Knuxu4eckoil u nabopamopHoil
[AUarHocmuKu pasnuyHbiX opm
MUMOXOHAPUANbHLIX 3HUeanoMuonamuii

M. ®. Mup-Kacumos, .A. Usanosa-Cmo.ieHcKkasi,
C.H. Unnapuomkun, A.B. Caxaposa, P.I1. YaiikoBckas,
T.C. I'yneBckas
QI'BY «Hayunwiii uenmp nesponocuu», Mockea

Ileab padoThl — aHATM3 OCOOEHHOCTE AITOpUTMa 00CIeTOBAHMS
¥ MIOCTAaHOBKM IMarHO3a Y B3POCIIBIX MALIMEHTOB, CTPANAIOIINX MUTOXOH-
IpuaibHbIMU 3HLIeaiomuonaTusiMu (MD) ¢ nonumopdHOil HeBpoIIO-
TUYECKON CUMITTOMATUKOM.

Marepuasisl 1 Metoabl. O0cnenoBaHbl 49 nmauMeHToB, U3 HUX 31
SKeHIMHA ¥ 16 My>XUrH (CpenHuit Bo3pact ot 18 10 67 j1eT), ¢ mpearnono-
JKUTEJIbHBIM auarHo3oM M3. Mcrnonb3oBaiv CIAEAYIOIIME METOIbI:
OLIEHKY HEBPOJIOTMYECKOTO CTaTyca, OlpeeIeHUe YPOBHS JIakTaTa v Mu-
pyBarta B KpoBu, DKI, OxoKI, anekrposHuedanorpadpuio (3DI), MyabTH-

MojaibHble BbI3BaHHbIe moteHuuansl (BIT), DHMI, MPT ronosHoro
MO3ra, MOJIEKY/ISIPHO-TeHETUUECKUI aHaJIn3, KOMILJIEKCHOe Mopdoru-
CTOXMMMYECKOE U YJIBTPACTPYKTypPHOE UCCIEeA0BaHKE OMONTATOB MBILLLI.

Pesyasrarbl. B 15 ciayuasix nuarHoctuposatbl cuHapoMbl: MERRF
(Myoclonus Epilepsy with Ragged-Red Fibers) — Mmuoksionyc-anuserncus
C pBaHBIMU KpaCHBIMU BoJTOKHaMu (8344A—G, 8356T—C) — 3 ciyyast,
MELAS (Mitochondrial Encephalomyopathy, Lactic Acidosis) —
MUTOXOHIIpUAJIbHAS 3HIIe(hATOMUOIATHUS, JIAKTATALIMI03 U UHCYJIBTO-
nopoOHeie snu3oabpl (3243A—G) — 3 ciyuass, NARP (Neuropathy,
Ataxia, Retinitis Pigmentosa) — HeiiponaTus ¢ arakcueil 1 MUrMEHTHBIM
petuautoM (8993T—G) — 1 cnyuvait, Kepuca—C»siipa (neseuuu mt-
JHK) — 8 ciyyaes, Bce BepudumpoBaHHbie faHHbiMU JJHK-ananuza.
B 3aBucumoctu ot opmbl MD HeBposornueckasi CUMIITOMaTHKa Oblia
npejcTaB/ieHa MPEeUMYILIECTBEHHO TOJOBHOM 00JIbI0, CHUXKEHUEM KpaT-
KOBPEMEHHOM U 10JITOBPEMEHHOM NMaMSITH, UHCYJIBTONOIOOHBIMU MU~
30/1aMU, MUOKJIOHYC-3IUJIETICUE, TOCTYPaTbHO-KUHETUYECKUM TPEMO-
pPOM pYK, BECTUMOY/I0AaTaKTUYECKUM CUHIPOMOM, HEUPOCEHCOPHOIt
TYTOYXOCTbIO, TMIIOTPOGUEN MBILILL TYJOBUILA U KOHEYHOCTEM, CHUXKE-
HMEM TOJIEPaHTHOCTU K (pusnyeckoit Harpyske. B 15 ciydyasix BbIsiBIEHO
MOBBIIIEHUE YPOBHEH JlaKTaTa U MUpPyBaTa B KPOBU U UX COOTHOLLEHUS
10 ¥ 1OCJIe HAarpy3KH.

IMpu nposeaenun DKI B 4 ciryyasix BbISIBIEHbI HAPYLIEHUS] BHYTPU-
JKEJTyJOYKOBOM MPOBOAMMOCTH, a B | cllyyae — CUHAPOM paHHel perno-
snsipuzaunu xenyaoukos. [Tpu DxoKI B 13 ciyyasix BbISIBIEH Mposiarnc
MUTpaJIbHOTO KjamaHa [ cremeHu, B 2 ciayyasx — MUTpajibHas pe-
ryprutauus [—II crenenu, B 1 ciayyae — HEOCTATOYHOCTh MUTPAJIBHOTO
kuarnana jo Il crernienu. B 1 ciiyyae — ToyeuHblit MeMOpaHO3HBIH AedeKT
MEXCKETYTOUKOBOM Meperopoaku u 1 ciayyae — HEBbIpaKeHHBII MO~
KUHE3 MepeiHe-NeperopoJoyHoro 1 rnepeHero CerMeHToB B CpeaHEM
OTZEJIe JIEBOTO XKeay10uKa.

Y yacTu NMalMeHTOB BbISBJIEH Psil MHOOPMATUBHBIX JTaHHbIX DT,
BIT u DHMI, yT0 060CHOBBIBAaET BaXKHOCTb BKJIIOUEHUST 3JIEKTPOHENPO-
(usnosornyeckux MeTomOoB B aJrOPUTM OOC/IE€AOBaHUSI MALMEHTOB
¢ npeanoiaraeMbiMu MO, [1pu BDT ObuM BbIsiBICHBL: 1) nuddy3Hbie
U3MEHEHMS OMO3JIEKTPUUYECKON aKTUBHOCTU MO3ra — B 22 ciyvasix; 2)
JIOKJIbHbIE TPYIITbl MEAJIEHHBIX BOJIH NMPU TMIEPBEHTUISLIMU — B 5; 3)
snuientTudopmMHasi akTMBHOCTb — B 8. [1pu McciieioBaHUM MYJIBTUMO-
nanbHbIX BIT nosydeHsl cienytonime pe3yisraThl: 1) COMaTOCEHCOPHbIE —
CHIXeHUe nepudepruyeckux, eitHO-CTBOJIOBBIX U KOPKOBBIX OTBETOB —
B 14 ciyyasx; 2) 3puTe/ibHble — CHUXKEHUE aMIUTUTY bl OTBETOB — B 9; 3)
aKYCTUKO-CTBOJIOBbIE — HapylleHue (YHKIMU CTBOJOBBIX CTPYKTYp
Ha nepudepruyeckom U MeyJI0-MIOHTUHHOM YPOBHE — B 12; 4) KOTHU-
tuBHble BIT (P300) — cHrXeHMe oObeMa onepaTuBHOM naMsTu — B 23
caydasx. [Tpu npoBeneHun SHMTI BbIsiBICHBI: 1) TepBUYHO-MBIIICUHbBIN
YpPOBEHb TMopaxeHuss — B 32 cayyasx; 2) JeHepBaUMOHHO-pe-
WHEepBalMOHHBII Tiporiecc — B 6. [Ipu MPT ronoBHOro mMosra ObLTH
OOHapyXeHbl CleAyIolIMe M3MEeHEeHHUs: 1) TUIOoIIa3usi MO30JIMCTOrO
Tesaa — B 2 ciyyvasix; 2) oyaru usMeHeHHoro M P-curHaia B kope BUCOY-
HbIX JIOJIE} C paCIIPOCTPAaHEHUEM Ha TEMEHHbIE J10JIM C HAJIMYUEM TUTIEP-
MHTEHCUBHOTO curHaia B pexxume T1 B Kope BUCOUHBIX 1osieil — B 2; 3)
MHOXKECTBEHHbIE OYaru IMOBBIIIEHHON MHTeHCMBHOCTM MP-curnana
B pexxume T2 u T2 d-f B 6esiom BeliecTBe 000MX Toaymapuii — B 2; 4)
JIereHepaTUBHBIN MpoLecc Mo3xeuka — B 1 ciryyae.

IMpu MOphOrUCTOXMMUYECKOM UCCIIEI0BAHUU OMOITATOB MbILILL
BO BCeX ClIyyasix oOHapyXeHbl MOP(OJOTHnYecKre U TUCTOXUMUYECKUE
MPU3HAKU, MOATBEPXKIAIOIIME AMarHo3 MD: 1) mosoxXuTeabHbli heHo-
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meH RRF npu okpacke Tomopu Tpuxpom; 2) KpaeBoe pacroiaoxkeHue

(COT), (HO)

1 NADH-TteTpasosuiipe1yKTasbl, YTO COOTBETCTBYET CyOcapKoJIeMMallb-

CYKUMHATAETUIPOreHa3bl uToxpom-C-oKcuaasbl
HOMY PacIioJIOXXKEHUI0 MUTOXOHIPU, a TaKKe MojHoe otcytctBue 1O
unn CATN-peakiiuu B 4aCTU MbIILIEYHBIX BOJIOKOH.

Ilpy 27eKTPOHHON MUKPOCKOMUU BbISIBJICHBI: 1) KOHLIEHTpALMs
0J1 CAapKOJIEeMMOI aHOMaJIbHBIX MUTOXOHIPUIA; 2) pa3pyleHue BHYTPEH-
Heil CTPYKTYphl U BaKyoJIM3aLMs MAaTPUKCa MUTOXOHIPUA; 3) niposnude-
paLysi MUTOXOHIPHIA: IMOSIBIEHHE MUTOXOHIIPUIA pa3HbIX pa3MepoB U (hopm
C YIUIOTHEHHBIM MaTpukcoMm; 4) B psiie Cily4yaeB — B MUTOXOHIPHSIX
MapaKkpUCTALTMYECKUE BKITIOUEHUSI.

3akmouenune. Bepudukaimst nuarHoza M3 TpebyeT mpoBemaeHUst
TLIATebHOTO AU depeHInaTbHOTO IMarHo3a ¢ ApYruMu HelipoaereHe-
pPaTUBHBIMU 3a00s1eBaHUSIMU. B TaHHBIX CTydasix 10JKeH MPUMEHSIThCS
CHCTEMHBII MMOAXO/, BBIXOASIIMI 32 pAMKU CTAHIAPTHOTO HEBPOJIOTU-
YECKOTo aJIroOpUT™Ma 00CIeI0BaHUSI.

KoppekTHast 1 yeTkasi AMarHoctTuka MO MOXeT CrocoOCTBOBATh
CBOEBPEMEHHOMY Ha3HAYEHUIO aJIEKBATHOTO JieUeHUsl. 3HaHUe COBpe-
MEHHOTO aJirOpUTMa AUATHOCTUKM MDD MOXeT YCKOPUTb aKTUBHOE
BMeEILIATeJIbCTBO Bpaya Ha PaHHUX 3Tarnax 3a00JieBaHUS U PacIIUPUTh
TepaneBTUYECKUIA apceHall.

HccnenoBanue makmunbHoli
yyBCcMBUMENbLHOCMU NPU NOMOWU
MoHothunamenmos Cemmec-BeliHwmeliHa
B Npakmukxe Bpa4ya-HeBponora

N.T. Muxaitmok, H.H. Compun, E.B. CaapankoB
T'BOY BIIO «fpocaasckas eocyoapcmeeHHas MeOUUUHCKAs aKademus»
Munsdpasa Poccuu

Ilenb uccaenoBanns — olleHKa JTMAarHOCTUYECKON LIEHHOCTH UCClie-
JIOBaHUS MOpora YyBCTBA JIEFKOTr0O MPUKOCHOBEHMS MPY TTOMOLIYM MOHO-
dunamentoB Cemmec—BeliHIITeiiHa B TpakKTUKe Bpaya-HeBpoJora.

Marepuaibl 1 Metonsl. MccienoBaHue BkIouniao 30 370pOBBIX
no6poBoJbLeB B Bozpacte ot 21 no 60 xet (39,9 £+ 10,9) — 16 myxunn
u 14 xeHuuH; 20 JUIl ¢ KIMHUYECKN MOATBEPXKIECHHBIM CUHIAPOMOM
kapnanbHoro kaHana (CKK) B Bogpacte ot 26 10 46 et (34,3 +4,7) — 10
MyuuH 1 10 XeHIMH, a Takke 60 TMHEHHBIX KPbIC B Bo3pacte oT 1 ro-
na no 3 yiet: 30 camuoB 1 30 caMOK.

Bo Bcex rpyrinax olieHMBaJIM MOPOT YYBCTBA JIETKOTO MPUKOCHOBE-
HUSI TIpY TIoMolIM Habopa MoHopuiameHToB Cemmec—BeliHiuTeiiHa
npousBoacTBa Patterson Medical (CIIA): y oaeit — B 0061acTy qUCTab-
HbIX (hajlaHT 00enX KUCTEM, Y KPbIC — B 00J1aCTH MOLYLIEYKH 00eUX re-
penHMX Jan. Y JitoJeil TOMOJHUTEIbHO MPOBOIWIM UCCIEI0BaHUE TaK-
TUJTBHOW YYBCTBUTEJLHOCTU TPU TOMOIIU MSITKOW KHUCTH, LIUPOKO
HCTIOJIb3yeMOii PU PYyTUHHOM HEBPOJIOTMYECKOM OCMOTpE.

Pesynsratsl. B xone viccienoBaHusi HAMU YCTAHOBJIEHO, YTO B IPYTI-
e 3M0POBBIX JIUIL, Y KpbIC, a TakxKe Y ull ¢ CKK BHe 30HbI MTHHEpBaLIUK
CPEIMHHOTO HepBa BO BCEX BO3PACTHBIX TPYIIaxX MOPOTroBble 3HAUECHUS
YyBCTBA JIEFKOTO MPUKOCHOBEHMUS JIeXKaT B 30He HOPMaJIbHOW YyBCTBU-
TEJBHOCTH (COITACHO MHCTPYKIIMU MPOU3BOAMUTENSI MOHODUIAMEHTOB);
nipu 3ToM y Jiuil ¢ CKK B 30He MHHEpBaUMU CPEeIMHHOTO HEPBa BbIXO-
IIAJIW 32 JaHHbIE Tpeesibl U HaXOIUJIUCh B 30HE CHUXKEHUSI 4yBCTBa

JIETKOI'O NPUKOCHOBEHUA.

OtMeueHo cratuctuuecku 3Haunmoe (p < 0,05) nmoBblleHre TOPo-
ra yyBCTBa JIErKOTr0O MPUKOCHOBEHMS Y 3/10POBBIX I00POBOJIbLEB B MJIaJI-
weit BozpactHoii rpymrie (21—30 Jiet) nmo cpaBHeHUIO co crapiueit (51—
60 Jsiet). Y KpbIC TaKKe OTMEYEHO MOJI00HO0E CTaTUCTUUECKHU 3HAUMMOE
(p <0,05) noBblIlIeHKE TTOPOTra YYBCTBA JIETKOTO MPUKOCHOBEHUS B IPYTI-
TIe TOOBAJIBIX KPBIC, ITO CPABHEHUIO C TPEXTONOBAIBIMU.

B rpymine sim ¢ CKK BbisiBieHo cratrctiyecku 3Hauumoe (p < 0,001)
TTOBBIIIIEHNUE ITOPOTa TyBCTBA JIETKOTO MPUKOCHOBEHMSI B 30HE MHHEPBALIKA
CpenMHHOTO HepBa. MI3MeHeHMIi YyBCTBUTETBHOCTH ITPH ITOMOIIY MSITKOM
KUCTH B TAaHHOU TPYIIIe BHISIBUTD HE YIaI0Ch.

CTaTUCTUYECKH 3HAYMMBIX T€HAEPHBIX Pa3IMIUil TOPOTOBBIX 3HA-
YeHU I TAKTUJIbHOM YYBCTBUTEILHOCTH He BBISIBIEHO HU B OMHOM U3 MC-
CJIeyeMbIX TPYTII.

BeiBoapl. MccenoBaHue nopora yyBCTBa JErkoro npuKOCHOBEHU S
Mpu oMoy Habopa MmoHoburameHToB CeMMec—BeitHuTeiiHa s1BJSI-
eTCsl CTAaHIAPTU3MPOBAHHBIM, JIETKO BOCITPOM3BOAUMBIM METOIOM, T10-
3BOJISIIOIIMM OOHAPYXXUTh MUHUMAJIbHBIE PACCTPOMCTBA UyBCTBUTEIb-
HOCTHU, HE BBISIBJISIEMbIE IPYTUMU PYTUHHBIMU METOAAMU.

TTonyyaeMble JaHHBIE TTPU UCTIOIB30BAHUU STOIO METO/IA HE 3aBU-
CAT OT 10J1a, HO 3aBUCST OT Bo3pacta. [Ipu yBeJmueHU Bo3pacTa yBelIu-
YUBAETCS TMOPOT TaKTWJIBHOW YYyBCTBUTEIBLHOCTH, YTO TaKXKe OBLIO
MOATBEPXKACHO 3KCIEPUMEHTOM Ha KpbICaxX, OJHAKO 3TU BO3PACTHbIE
M3MEHEHHUsI He 3aTPYIHSIOT TMarHOCTUKY MAaTOJIOTUH TiepudeprIecKoit
HEPBHOW CHCTEMBI ITPH IMTOMOIIN TaHHOTO METo/Ia.

JnexkmpoHelipoMmuorpatus npu Bnepsbie
BbifIBNIeHHbIX 3a60neBaHuAX cucmemMbl KpoBuU

T.A. Mockosckas, T.B. 2KopeikyHosa, K. A. ITanommn,
10.M. IloTankuna
Llenmp gynxyuonanvro-ouaenocmuueckux uccaedosanuti OIKY
«Inagmwlii 80eHHbIIl KAUHUMECKULI 20CNUMANb UMEHU AKA0eMUKA
H.H. bypdenko» Munoboponw: Poccuu, Mockea

C BHeApeHUeM B KJIMHUYECKYIo npakTuky DHMI nossuiace no-
MOJTHUTEbHAST BO3MOXHOCTh OOBEKTUBHOIN TUATHOCTUKM TTOPAXKEHUS
nepudepruieckrx HepBoB. KcclenoBaHye BKIIOYAET OLIEHKY MPOBOIN -
MOCTU MOTOPHBIX M CEHCOPHBIX BOJIOKOH HEPBOB.

Hamu nipoBeneHo ajekTpodusnoaornyeckoe odcienoBaHue 32
MAlMeHTOB C BIIEPBbIC BBISBICHHBIMU 3a001€BAHUSIMHA CICTEMbI KPOBH.
O6cnenoBaMCh MAMEHTHI TPEMMYILECTBEHHO ¢ JuMdonpoaudepa-
THUBHBIMU 3200JICBAHUSIMU: XPOHUIECKUM JTUMbOJIEIIKO30M, 60JIe3HBIO
Kacrenbmana, domnukyaspHoit tuMmdbomoit, tumMboMoit XoIKK1HA,
nuddysHoit B-kpynHokieTouHoi 1uMboMoii, TuMboruiazmMaluuTapHoi
JTUM(OMOIA, a TAKKE MALIMEHThI C MHOXECTBEHHOM MUEJIOMOM, OCTPBI-
MU MUEJIO0TaCTHBIMU JIeKO3aMU, arlacTUIeCKO aHeMuei, XpOHH-
YeCKMM MHUETO0JACTHBIM JIEUKO30M, BPOXICHHOW MHOrOMaKTOpHOM
TPOMOOLIMTODUIUEH.

Cpenu 00cae10BaHHBIX 23 MYy>KUYMHBI 1 9 XEHIIUH B Bo3pacTe oT 19
110 80 1eT. Bcem 60JIbHBIM IMTPOBOIMIIOCH HEMPODU3NOIOTMIeCcKOe nccie-
nosaHue Ha anekpomuorpade Viking IV (Nicolet, CIIIA). ITporokon
oOcenoBaHus BKIOYal: 1) McciaenoBaHUE MOTOPHBIX MOTEHLIMAIOB
(M-0TBETOB) CPEIMHHOTO, JTOKTEBOT0O, 00JIbLLIEOEPLIOBOTO, MAT00EPLIO-
BOT'O HEPBOB; 2) MCCJIEIOBAaHUE CEHCOPHBIX OTBETOB (C-0TBETOB) JIOKTE-
BOTO, CPEIUHHOTO, MKPOHOXHOTO, MOBEPXHOCTHOTO Majo0epIiOBOTO
HepBoB. OO6cienoBaHMe MPOBOIWIN CTAaHAAPTHBIMU METOAAMU CTH-
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myssitimoHHoit OHMIT ¢ ucnosib3oBaHUMEM HAKOXHBIX 3JIEKTPOJIOB.
OlneHUBAIM TUCTAIBHYIO JTATEHTHOCTh, aMILTUTYyny M- u C-0TBETOB,
CKOPOCTb MOTOPHOTO M CEHCOpHOTro mpoBeneHus. [Iposonuiu DSHMT
MpU TEPBOW TOCIUTATU3ALMU (BIEPBbIE BBISIBJIEHHOE 3a00JIeBaHueE)
¥ TIOCJIEAYIONINX TOCTTUTATM3ALMSIX B TMHAMKKeE (Ha (OHE JIeueHUsT).

I1pu mepBUYHOM MCCIETOBAHUU BBISIBJICHBI OTKIIOHEHUS 3JIEKTPO-
dusnonornueckux mokasaresieir ot Hopmbl y 13 (40,7 %) manueHTOB.
BbIsiBIIEHBI CEHCOPHBIE, MOTOPHBIE, MOTOPHO-CEHCOPHBIE HAPYIIEHUST
10 TTOJTMHEBPUTUIECKOMY THUITY, & TAK:KE MOHOHEBPOIIATUN U MYJIBTHUMO-
HOHEBPOMNATUM aKCOHAIBHOTO, NEMHUETMHU3UPYIOIIETO ¥ CMEIIIAHHOTO
XapakTepa.

M3MeHeHMsT 2NIeKTPOTPOBOISIIEH (DYHKIIMY TeprdepruuecKux HepBOB
OOJTBIIMHCTBA MTALIMEHTOB HOCKJIV TeHepaTM30BaHHbIN, TU(GbY3HbIM, CUM-
METPUYHBIN XapakTep, Mpeodiaiaii B HepBaX HIDKHMX KOHEYHOCTEH
¥ COOTBETCTBOBAIY TIOJIMHEBPUTHYECKOMY THUITY ITopaxkeHus y 8 (61,5 %)
ManveHToB. V3 HUX N30IMPOBaHHOE CUMMETPUIHOE TIOPaKeHUE CEHCOP-
HBIX BOJIOKOH Habmonanoch y 5 (63 %) maimeHToB, KOMOMHUPOBAaHHOE
ceHcopHO-MoTopHOe — Y 3 (B 37 %). Cpenut 3TUX MallMeHTOB IeMUETUHI-
3UpyIoLLee MOpaxeHe BhISIBIEHO Y 25 %, akcoHaJIbHOE — Y 25 %, cMellaH-
HOE aKCOHAJIbHO-AeMUeTMHU3Mpyolee — y 50 % OOJIbHBIX.

YV 5 60bHBIX ObLTH BBISIBJIEHBI M30JIMPOBAHHBIE MOHOHEBPOTIATUN
¥ MHOXECTBEHHbIE MOHOHEBPOIIATUM Pa3IMIHBIX HepBOB (38,5 % BbI-
SIBJICHHBIX U3MEHEHUI). ¥ 3 U3 3THX MallMeHTOB MOHOHEBPOIIATUU CO-
ITyTCTBOBAJI CEHCOPHOMY TOJTMHEBPUTHYECKOMY TTOPAKEHUIO.

TakuM 06pa3om, TIpK BIIEPBbIE BBISIBJIEHHBIX 32a00IEBAHUSIX CUCTE-
MBI KPOBU OTMEUEHO MpeodianaHue MOJTMHEBPUTUIECKOTO MOPasKEeHUsI
CEHCOPHBIX BOJIOKOH HEPBOB KOHEUHOCTE aKCOHATBHO-IEMUETUHU3H-
pytoiero tumna. Cpenau o0cjeIO0BaHHBIX S MAIMEHTOB MMEIU COMyTC-
TBYIOIIME 3a00JIeBaHUsI, KOTOPbIE MOTJIM CIIOCOOCTBOBATh HAPYLICHUIO
dyukuumii [THC: 1) pak npsmMoit Kuilku, 2) pak Xejynka, 3) pak Mmoye-
BOTO Ty3bIpsi, 4) COCTOSTHHE ITOCJIE OCTPOIA TIOYEYHOI HETOCTATOUHOCTH,
5) caxapHblii quaoeT.

TToBTOpHO OBLIO 00CAENOBAHO 12 MAaUMEHTOB Ha (OHE Teparuu,
KOTOpasi MPOBOIWIIACH COTTTACHO MEXIYHAPOIHBIM IIPOTOKOJIAM B 3aBU-
CHMOCTH OT HO30JIOTHUYECKOI PUHAIEXKHOCTH 3aboseBanust. [TpakTu-
YecKM BCe MAalMeHThl 00CIenoBaINCh TOCTEe TPOBEICHUS KypCOB
nosmxuMuoTepanuu yepe3 17 mueit — 3 mec. Cemb (58 %) manmeHToOB
XapaKTepU30BaATNCh W3HAYAIbHO HOPMAJIbHBIMU 3JIEKTPODU3NOTOTH-
YeCKUMU JaHHbIMU. Y 5 marmeHToB DHMI -1iokaszaTeim He MU3BMEHWINCh,
Yy 2 — MOSIBUWJINCH TTPU3HAKHU JIETKOM TeMUETMHU3UPYIOIIEH CEHCOPHOit
TTOJIMHEBPOIIATHH, Y 2 MMEJIO MECTO JIOKATbHOE TeMUESTUHU3ZHUPYIOIIee
MopaxkeHre HepBOB B MECTaX TUITMYHBIX TyHHeel (1 — ¢ mopaxeHuem
MaJ106epIIOBOro HEpBa B 00JIaCTH TOJIOBKM MajioOep1ioBoii KocTu, 1 —
C MopaxeHWeM JIOKTEBOTro HepBa B KyouTtanibH60oM KaHaie). Cpenn mna-
LIMEHTOB C BBISIBIEHHBIMU TIPU TIEPBUYHOM HCCIICTOBAHUYM N3MEHEHUSI-
MU Tiepudeprudeckux HepBoB (1 = 5; 42 %) y 2 COXpaHWIUCH MPEeKHUE
9JIeKTPODU3NOJIOTUIECKUE ToKazaTeau. Y 3 MalMeHTOB OTMEYeHO
CHIDKEHHME CKOPOCTHBIX MOKa3aTeseil TT0 CeHCOPHBIM BOJIOKHAM B JIM-
CTaJIbHBIX OT/IEIaX OTHOCUTEBHO 1-T0 obcenoBaHus (B 1 ciiyyae — Tak-
3Ke TT0 MOTOPHBIM BOJIOKHaM), y 2 — MpUCOeTNHEHUE TOJTMHEBPUTHYEC-
CKUX CEHCOPHBIX HAPYILIEHU K MICXOTHBIM MOHOHEBPOTIATUSIM.

TakuMm 00pasoM, y 42 % 1moBTOpHO 00C/IeI0BaHHBIX Ha (hOHE Jieue-
HUSI OOJBHBIX OTMEYEHO IOSIBICHUE MAaTOJOTMYSCKUX M3MEHEHUI
WJIW yXYIIIeHHe UCXOMHO HapYIIEHHBIX 2JIEKTPOGMU3HOTOTUIECKHX TT0-
Kazateseil. [IpeobanaeT CHIDKEHUE CKOPOCTH TIPOBEACHMS TTO CEHCOP-
HBIM BOJIOKHAM B TUCTAILHBIX OTIEIaX JTMHHBIX HEPBOB KOHEYHOCTE —

MU3MEHEHMS IEMUETMHU3UPYIOLLETO XapaKTepa Mo MOJMHEBPUTUYECKOMY
tuny. OgHa NauKMeHTKa ¢ NepBOHAYAIbHO AEMUETMHUZUPYIOLIMMU Ha-
pylieHussMM Obl1a oOciieqoBaHa TPUXKAbI — IMOCTOSHHO OTMEYaloCh
JajbHeiee CHUXEHUE CKOPOCTHBIX MOKa3aTesei.

AHanu3 nonyyeHHbIX pu DHMTI -uccienoBaHuM JaHHBIX MTO3BO-
JISIET TOBOPUTD O BbICOKO# yactote nopaxkeHust [THC y 601bHbBIX ¢ Briep-
BbI€ BbISIBJICHHBIMU 3a00JIEBAHUSIMUA CUCTEMbI KPOBU J1axke 0€3 KIMHU-
YeCcKUX MposiBieHuit Heiiporiatuu (40,7 % manueHToB MPpU TePBUIHOM
obcyienoBaHum). [laTonornyeckue M3MEHEHUs] HOCAT HO30JIOTMYECKU
HecreUMMUYHbIA XapakTep W TPEACTaBICHbl TMPEUMYLIECTBEHHO
(61,5 %) MONMHEBPUTUIESCKUM MTOPAXKEHUEM CEHCOPHBIX BOJIOKOH He-
PBOB KOHEYHOCTEI CMEIIAaHHOTr0 aKCOHAJIbHO-AEMUEIUHUZUPYIOLIETO
Ttuna. Takxe HaOIIONATUCh MOHOHEBPOIIATUM U MYJBTUMOHOHEBpOTa-
Tun. [1py MOBTOPHBIX 00CIENOBaHUSIX Ha (hoHe eueHust B 42 % cirydyaeB
OTMEUEHO YXYALIEHUE JIEKTPODU3NOIOrMYECKUX MOKa3aTeeil OTHO-
CUTEJIbHO TIEPBUYHBIX JaHHBIX MM BO3HUKHOBEHME MATOJOIMUYECKUX
M3MEHEHMI MpU UCXOIHO HOpMalbHbIX. Haubosee yacto oTMevyanoch
nuddy3Hoe 3aMeITIeHue CKOPOCTHBIX IMoKa3aTeseil CEHCOPHBIX BOJIOKOH
HEPBOB KOHEYHOCTEH, T. €. MPOSIBJICHUS JEMUETMHU3ALIUMY.

IMopaxeHne HEepBHOI CUCTEMbl Y TI'eéMaTOJIOTMYECKUX OOJIbHbBIX
npu nepsuuHoM DHMTI -uccnenoBaHum (BrepBble yCTAHOBJIECHHbIN 11~
arHo3) CBSI3aHO C caMKUM 3a00JIeBaHMEM M Yallle BCEro MOXET ObITh
paccMOTPEHO KaK MapaHeoriacTuyeckas peakius, pexe — Kak UHGUIb-
Tpauus WM kKommpeccusi HepBoB. [Ipu mosropHbix DHMI-uccne-
JIOBaHMSX Ha (hOHE HEHPOTOKCUYHOM Tepariy 4acToTa BbISIBICHUS U3-
MEHEHUI U UX BBIPAXXEHHOCTb HAPACTAIOT.

Meton DHMI nosBosisieT BbISIBUTH (DaKT IMOpakeHUs HEPBOB
U YTOUHUTb €0 XapakTep, JIOKAJIU3alUIO U CTENeHb, a TAKXKe OLEHUTh
JNIMHAMUKY TIpoLiecca Mpu MOBTOPHbIX TecTupoBaHusix. DOHMI sBnsiercs
€/IMHCTBEHHBIM OOBEKTUBHBIM METOIOM MCCIIEA0BAHUS TAHHOM MaToI0-
ruu. BolsgBiieHUEe MOpaKeHUsI HEPBOB 1a€T OCHOBAHMS ISl HA3HAYEHUS
aJIeKBaTHOI Teparuu, YTo B 3HAYUTEbHOM CTENEHU YIyqllaeT KayecTBO
JKV3HU TMaLMEHTa, MO3BOJISIeT U30€XaTh UM YMEHBIIUTb PUCK OCTIOXKHE-
HUIi B BUJIe MOTOPHBIX M CEHCOPHBIX HEMPOMaTUii.

KomnnexkcHblili noaxoa K auddgepeHuuanbHoil
[lUarHocmuxe HempasMamuyeckux
3abonesaHuil nne4yesoro cniaemexus

M.JI. Hosukos!, JI.C. dpyxunun?, B.A. By1anosa?, T.D. TopHo!
1T'V3 Apocaasckoi obnacmu «Kaunuueckas 60avHuua ckopoii
meduyunckoil nomowu um. H. B. Conogvesa», SApocaaens;

2 kagpedpa nepenvix boaesneii 'bOY BIIO «fpocaasckas eocydapcmeennas
MEOUYUHCKAS aKaA0eMUs»

Beenenue. 3a6osieBaHust neprudepuyecKux HEpBOB SIBIISTIOTCS OTHOM
13 BaXHBIX ITPOOJIEM COBPEMEHHOI HEMPOXUPYPIMU U HEBPOJIOTMU. AKTY-
TBbHOCTb ONTUMM3AIIMY JTUArHOCTUKU TaHHOW TaTOJIOTUKM OOYCJIOBIeHa
ToTepeii TPYAOCTTOCOOHOCTH, GOIEBHIM CUHIPOMOM, CHYKEHUEM COIMATh-
HOIl ajanrTalmy y NauueHToB ¢ Opaxuoruiekcornarusivu. Hanbosee yacto
B KJIMHWYECKOI MPAKTHKE BCTPEYAIOTCS TPaBMaTUUYECKHME IMOPaKEHMS TIe-
YeBOro CIuleTeHus. B jaHHOI paboTe npuBeIieHbl HAOMIOAECHMS 3a MalMeH-
TaMM C TTOBPEXKIECHUEM TIICUEBOTO CIIETEHMSI, HE CBSI3aHHBIM C TPABMOIA.

ITenb uccienoBaHus — OLIEHKA YaCTOThI M KJIMHUKO-HEMpOohU3no-
JIOTMYECKUX OCODEHHOCTEN HETPaBMAaTUUECKUX MOPAXKEHUH TJIe4eBOTO

CIUJICTCHMA.
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Marepuaisl 1 MeToabl. V3 264 mamreHToB, 00paTUBIINXCS K HEl-
POXUPYPTY C KITMHUYECKOM KapTUHOM TTOBPEKICHMSI TIEYEBOTO CIIIETe-
HMs (32 3-JIETHUI TIeprUOo.), Ha OJTI0 HETPaBMAaTUUECKUX MTOBPEXKICHMI
npuiniock 6,8 % (n = 18), cpenu KOTOPHIX OBUTN TMAIIMEHTHI B BO3pacTe
oT 15 o 65 siet. BceM marmeHTaM poOBOAMIIOCH UCCIIEIOBAHUE METOIOM
crumyssiioHHoit DHMI u uronpuaroit DMI, a Takke 1Mo rnokasaHu-
M — Y3 U muieveBoro cruterenusi, MPT 1ieiitHO-rpyiHOTro oT/iea mo3Bo-
HOYHMKA, peHTTeHOTrpadusi TpyIHON KIETKU.

Pesyasratsl. B cTpyKkType HeTpaBMaTUIeCKMX OPaxUOTLICKCOMATHI
BBISIBJICHBI CJIETYIOIINE TIOATPYIIIIBI.

1. TloBpexkneHue MIeYyeBOro CIUIETEHHUsI, 00YCIOBIEHHOE JTyYeBOI
Tepanuei, BoisiBIeHO Y 22,2 % (n = 4) maumeHTOB, U3 HUX | ciayyaii
JuMborpaHyieMarosa, 3 — aneHOKaplMHOMBI MOJIOYHO XeJie3bl. Jlo3a
o0sydyenust coctasisiiia 6000—7000 pan. Bo Bcex HaOIIOIEHUSIX TTPUCYT-
CTBOBAIM CEHCOPHBIC HapyIIeHMsI, pa3BUBIIKMECS B CpelHeM depe3 5,8
Mec TocJie 00 TydeHH s], Mape3 MBIIIIL IJIedeBoro mosica (y | marmeHra —
[IyOOKMIA TIape3 MPOKCUMAIbHOW MYCKYJIaTyphl, KOTOPBIN COYETAICs
¢ cunapomoM [opHepa Ha OMHOMMEHHOM CTOPOHE, Y 2 — YMEePEHHBIIA,
y 1 — sterkuit). Bce malMeHThI XXKaJIOBaJIMCh Ha IyBCTBO XKEHUS B pyKe
BHE CBSI3W C JBWIKEHUEM, B | cllydyae MMeJ MECTO CUMITOM TWUHHEs
C MOAKJIIOUMYHON o6nacTu. JaHHble DMI yka3blBaM Ha JIOKAJbHbII
NeHePBALIMOHHBII TIPOLIECC C HAIMYMEM CITIOHTAHHOM aKTUBHOCTH, TIpe-
MMYIIECTBEHHO 32 CYET IMOJIOKUTETBHBIX OCTPBIX BOJTH. YIBTPa3ByKOBbIE
METOJIbI ITO3BOJIST OLIEHUTh U3MEHEHNE 9XOTeHHOCTU CTBOJIOB IlIede-
BOTO CIUIETEHMsI C TUIIEPIXOTEHHBIMU TSDKAMU, a TakXkKe yBeJIUueHue
nepudepnyeckux aumdarnyeckux y3aoB B 2 ciydasix. B maronorunye-
ckuit ipotiece B 50 % (n = 2) 6bU1a BoBJIeUeHA U30IMPOBAHHO HAIKITIO-
YUYHAas YacTh TJIEYEBOTO CIUIETEHMS, B | cTydae — Hal- U OAKIIOUNYHAST
(TakXe ¢ BOBJIeUEHUEM TKaHU JIETKUX) U B | cliydyae — HaIKITIOYMYHAsT
YacTb B COYETAHUU CO CITMHHOMO3TOBBIMU HEpBaMU U KOpPEIIKAMU.
3a nepuo HabTIoNeHUSI BCE MAIMEHTHI OTMEYaIM YaCTHYHOE BOCCTAHOB-
JleHre QyHKIUU.

2. 310KayecTBeHHasl OIyXOJb, NMPOpaAcTalollasi B HUXHUI CTBOJ
MJiedyeBoro crureteHus u3 I pedpa, Hadmonaiaocby 5,5 % (n=1). Kin-
HMYecKasl KapTUHa Obla MpeacTaBIeHa IIeTUei MBI KUCTH U TIPe/i-
TJIeYbsT, yMEPEHHBIM MAape30M, MYUUTETbHBIMU OOJISIMU B 00JIACTH KUCTH
¥ B HAIKJTIOUMYHOM 00J1acTu, nedopmalineit JJyae3arscTHOTO 1 MSICTHO-
(aaHTOBBIX CYCTABOB, yTPATOW YYBCTBUTENbHOCTH. CHUMITOMAaTHKA
pa3BUBaJach B TeUeHUE 3 MeC ¥ COMPOBOXKIAIACh MHTCHCHUBHBIMU OOJISI-
MU B TMOpaXeHHOW KOHeYHOCTH. OIyxojb Oblla JUarHOCTUpOBaHA
no pesyiabratamMm MPT 1eitHoro otnesna mo3BoHouHuka. ITo maHHBIM
OMTI mosHast neHepBals B KOPOTKUX MBIIIIAX KUCTH, YaCTUYHAS —
B MBIIIIIAX TPEATUICUbsi, CCHCOPHBII OTBET OTCYTCTBOBaI. MHMDOpMauio
0 IMCTOJIOTMYECKOI CTPYKTYPE OITYyXOJIU MOJTYIUTh HE YIaa0Ch.

3. KoMmpeccusi CTBOJIOB IJIEY€BOTO CIUIETEHUST IICEBIOAHEBPU3MOIA
MOIKJIIOYMIHON apTepuu y MarueHTku 72 et — 5,5 % (n = 1) mocne
HCITOJIb30BaHMSI LIEHTPAILHOTO BEHO3HOTO KaTeTepa. Pa3Butue ceHcop-
HBIX U MOTOPHBIX HapyIIEHMIA, CBSI3AHHBIX C TMOPaXXEHUEM CTBOJIOB
IJIEYEBOTO CIIETEHUSI, BOSHUKIIO TIOCIIE YIAJIeHUsT BEHO3HOTO KaTeTepa,
KOTOPBIi, BEPOSITHO, TIPUBEJT K TTOBPEKICHUIO 000JOUKHY apTepUH U pa3-
BHUTHUIO TICEBIOAHEBPU3MbI TMOAKIIOUMYHON apTepuu ¢ KOMITpeccueit
MEPBUYHBIX CTBOJIOB. OIHAKO, HEJTb3sT UCKITIOYUTh U SITPOTEHHOTO TI0-
BPEKIEHUST TUIEUEBOTO CIUIETEHMSI caMOi UTJT0iA. [1o maHHBIM CTUMYJISI-
LIMOHHOM MHOTrpaduu ObLIU BBISBICHBI IPU3HAKUA YaCTMYHOTO OJIoKa
MPOBEICHUST MPU CTUMYJISIIUU U3 TOYKU Dpbda U JIeTKO BBIPaKEHHbBIE
NeHepBallMOHHbIE U3MEHEHUSI B MBIIIIIIAX TUleda U mpeariedbs. Cua

B MBIIIILAX PYKU BOCCTAaHOBWJIACH B TeUEHHUE 2,5 MeC IMoce pe3eKLrn
AHEBPU3MBI.

4. CuHapoM BbIXogHOTO oTBepcTust — 38,8 % (n = 7). OcTpast KoM-
Mpeccust CTBOJIOB IJIEUEBOIO CIUJIETEHUS BbIsIBJIeHA B 1 ciiyyae, XpOHU-
yeckast — B 6. [IpyurHaMu OKa3aJIMCh: TUTIEPIUIa3MPOBAHHBIN TTOTepey-
Hblii oTpocTok C7-103BOHKA, MO AaHHbIM Y3W u peHTreHorpaduu
IPYIHOM KIeTKH, B 42,2 % (n = 3), KOCTO-KIaBUKYJISIPHBII CUHIPOM (7
= 1), KOMIIpeccusi MexJ1y MyykaMu TepeHeil U cpeiHei JJeCTHUYHbIX
MBILIILL, IPY TUIepTpoduu nocienuux — B 42,2 % (n=3). B 57,2 % (n
= 4) npuCyTCTBOBaJIa CUIbHAs 00JIb B HAIKJIIOYMYHOM 001aCTH KakK B MO~
Koe, TaK U TpU TTacCUBHOM ITOIbeMe PYKU BBepX, B 42,8 % (n = 3) —
TOJIBKO TPU TOMbBITKE IBUXEHUS] B KOHEUHOCTH. B 1 HabGoneHuu y na-
LIMEHTa pa3BUJIach OCTpasi, MO3UILIMOHHO-00YCIOBICHHAs KOMITPECCUSs
CTBOJIOB TJICYEBOTO CIUIETEHUsI TOCJIE ONEepaTMBHOIO BMEILATEJIbCTBA
Ha MO3BOHOYHHMKE C BOCCTAHOBJIEHMEM (DYHKLIMU KOHEYHOCTH 32 3-Me-
CSYHBIN CPOK, B OCTAJIbHBIX CJIy4asiX MPUCYTCTBOBAN (haKTOP MOBBILLIEH-
HOI Harpy3ku Ha MbILILBI TJIEYEBOTO MOsicCa ¢ XPOHUUYECKON O0JIbio,
OHEMEHMEM B KOHEUHOCTH, CJ1a00 BbIPAKEHHBIMU aTPOMUAMU MBbILIIL]
JIeYeBOro rnosica. BaxxHyto posib B iuarHoctuke npuHaniexut SHMI,
BbISIBJISIIONLIEH OJIOK TPOBEACHUS C TOUKU Dpoba.

5. Metabonuueckast ruiekcomnatust — 20 % (n = 3). Cpenu 345 ckpu-
HuHroBelx DHMI -ucciaenoBanuii mpu caxapHoM J1rabeTe MpOKCUMab-
Hasl inabeTryeckas aMuoTpodus ¢ BOBJICUEHUEM TUIEYEBOTO CILIETEHUS
BoisiBiieHa B 0,86 % (n = 3). Bce ciiyyaun Ha (oHe IeKOMIIEHCALMU ca-
XapHOro auabdera conpoBOXIIUCH aTPOGhUSIMU MBILILL IJIEYEBOTO MOSI -
ca. [To paHHbIM UrospyaToit OMI' perucTpupoBaCh MPU3HAKU yMe-
PEHHBIX TEKYIIMX IeHEePBAIMOHHBIX M3MEHEHHMI MBIIII] TUICYEBOTO
rosica, CHUXKEHME aMITUTYIIbl MOTOPHOTO U CEHCOPHOT'O OTBETOB, yBE-
snyeHue JateHTHOCTU F-BosiH. CyObeKTUBHbBIE HApYIIEHUs YYBCTBU-
TEJIBHOCTU MPU ITOM ObUIM He3HAYMTENIbHbl. OOBIYHO BCE MALIMEHTHI
o001 O HATMYUM OOJIU U XCOKEHUS B AUCTATBHBIX OT/IeJIaX KOHEYHO-
CTU C MOCTENIEHHbIM PACMPOCTPAHEHUEM Ha MPOKCUMAJIbHBIE OTAEbI.
Bo Bcex citydasix iporiecc ObUT aCMMMETPUYHBIM, C MeHee BhIPaskKeHHOM
CUMITOMAaTUKOM CO CTOPOHBI 2-ii KOHeyHOocTU. HamMu He oTMeueHO
B3aUMOCBSI3U MEXITY JUTMTEJIbHOCTBIO TEUEHMS CaXapHOTro inabeTa v Bbl-
paxkeHHOCTbIO amMmuoTpoduii. JluddepeHIManbHbII AMArHO3 MPOBOIMINA
C HEipOHAJIbHBIM MOPAXEHUEM U MUEJIONATUEN.

6. PerimnuBupyiolasi HeBpairuueckass amuoTpodust [lepconeiin-
xa—TepHepa — 6,6 % (n = 1). ITox HaGMOAEHUEM HAXOAMJICS MALIUEHT
43 netr. B TeyeHue 4 et BO3HUKaIMU OOJIb U X KeHUE B 00JacTH LIEH,
JIONATKHU, IEJTBTOBUIHOM 00JaCTH U MPaBOil pyKu co cliadbbiM adhdekTom
Tepanuu Kapb6amasernmmHoM u HIIBII. TMocrerneHHO NpucoeaMHWIACH
¢J1a00CTh B MPOKCUMAJIbHBIX MbIIIILAX ¢ aTpodusgMu. B aHaMmHe3e — ya-
CTble aHI'MHBI, apTepuaibHas rurnepreHsus. [1o JaHHBIM UroJbYATOMN
OMI BblsiBJIeHa CIIOHTAHHAsI aKTUBHOCTb B BUE MOTEHLMAIOB (hrudpuii-
JISIUMIA Y TIOJIOXUTEIbHBIX OCTPBIX BOJIH, YMEPEHHO BbIPaXKEHHBbIN Jie-
HepBaLlMOHHO-PEUMHHEPBALIMOHHBIN TIpoliecc. CEHCOPHBIN OTBET B M-
CTaJIbHBIX OTIEJaX KOHEYHOCTU WHTakTHbI. [lo maHHbiIM MPT
LIEHHOro OTaesa MO3BOHOYHMKA JaHHbBIX, TOATBEPXKIAIOLIMX HAINYUE
MUEJIONATUM U KOPEILIKOBOTO MOpaxKeHusl, He MOJIyYeHO.

B xone uccnenoBaHus He ObUIO BbISIBIEHO MOATBEPKAEHHBIX CITy-
YyaeB HacJeICTBEHHON OpaxuoIIeKconaTuu, U30JMpoBaHHOTO MHGbEK-
LIMOHHOTO ¥ TOKCUYECKOTO MOPaXXeHMS MJIYEBOT0 CIUIETEHUS U «ITOBpe-
SKIEHUST TIPY TIObEMeE TSIKECTH» , OTIMCAHHBIX B IUTEpaType.

3akimouenne. B cTpyKType MaTo0ruu IieueBoro CruieTeHus Ha 0JTI0
HETPaBMATUIECKOTO TMOBPEXICHUS MPUXOAUTCsl 6,8 % ¢ HauMOOIbIIUM
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pacrnpocTpaHeHueM CUHIPOMa BBIXOIHOTO oTBepcTHs (38,8 %), TydeBoro
noBpexxneHus (22,2 %) u metabommueckoi miekconatiu (20 %).

(Mapmakomepanud cnuHanbHoil amuompoduu.
KnuHuyeckuil cnyyaii

A.C. Hocko, A.JI. Kypenkos, B.II. 3bikoB
ThOY JITIO «Poccuiickas MeOuyuHcKas aKaoemus nocAeouniomMHo20
obpaszosanus» Munzdpasa Poccuu;
DI'BY «Hayunviii yenmp 300posws demeir», Mockea

Beenenue. Cpeau psifa HacaeICTBEHHBIX 3a00JI€eBaHU I € 1€0I0TOM
B JIETCKOM Bo3pacTe criHajibHas aMuotpodus (CA) sBiasieTcsl OIHUM
M3 caMbIX pacrpocTpaHeHHbIX. 3abojeBaeMocTh CA coctaBisieT |
Ha 10000 HOBOpOXIEHHBIX, yacToTa HocuTesabcTBa 1:50. TTocnenHue
20 J1leT 03HAMEHOBAIMCH 3HAYUTEIbHBIMM OTKPBITUSIMU B 00JTaCTH Hell -
pobuosioru u reHeTuku CA, a Take MpOoBeIeHUEM psiia UcClieoBa-
HWI1, HallpaBJIeHHBIX Ha U3ydeHue (HapMaKoIOTHIeCKUX areHTOB, Mo~
3BOJISIIONINX YMEHBIIUTL TporpeccupoBaHue cumnroMatuku CA.
W3ydeHue BemeTcst MO HECKOJIbKUM HalpaBICHMSIM: YBeJIMICHHUE Bpe-
MEHU XM3HU (BBDKMBAEMOCTH ) MOTOHEHPOHOB, YBETMYECHUE MBIIIIECTHON
Macchbl, MOBbIIeHUE TpaHCKpUImu SMN npoTerHa, reHHast Teparust
1 JIeueHUe CTBOJIOBBIMU KJIETKaMU. M cronb3oBaHue BaTbIIPOEBOM KKC-
JIOTBI, TUAPOKCUYper UM (eHuI0yTupaTta He Moka3ajd Kakoi-1mbo
3HAYUMOM 3(DheKTUBHOCTU. B TO Xe BpeMst MpuMeHeHne TIpernapaToB
-aroHUCTOB, B YaCTHOCTU CalbOyTaMoJjia, MO3BOJISIET 3HAUYUTEIBHO
YIAYYIIUTH 1TOKa3aTeli MUOMETPUM, 00beM (POPCHUPOBAHHOTO BHIIOXA
(ODB) 1 MOBBICUTD Pe3yJIbTaThl TECTUPOBAHUS TPOU3BOJILHOM IBUTA-
TEJIbHOW aKTUBHOCTH.

Marepuajibl 1 MeTObl. AHAJIN3 KJIMHUYIECKOTO CITydast JIeUeHUst
caJibOyTaMoJIOM B Te4eHUM 6 Mec MalueHTKH A., 7 JIeT, cTpafaroiieit
CA 3-ro Tuna. OLeHKa pe3yJbTaToB JIeYeH sl TTPOBOAMIACH TTO 1LIKaje
CesepHas 3Be3na (North Star), pazpadoranHoit LleHTpom HeilpoMbl-
1IeyHbIX 3abosieBanuii uM. Jlyoosutua (Bemukoopurtanus). IMToka-
3ateit @OB cooTBeTCTBOBAIM BO3PACTHOI HOPME KaK B Havase Jeve-
HMUSI, TaK ¥ IPY KOHTPOJILHOM 00CJIeIOBAaHUY — 4epe3 6 Mec Teparuu.
Takxe Tepel HazHAYEHHWEM calbOyTamona, 3aTeM depe3 3 U 6 Mec
JieueHusl marreHTKe mpoBoain KT st KOHTPOJIST YaCTOThI ceped-
HOTO pUTMa.

Kaunuueckuii cayuail. Illayuenmra A., 7 1em. Juaenos: CA 3-eo muna.
Juaeno3 noomeepoicoen eenemuuecku (0OHAPYICeHa 20MO3UOMHAS eneyus
eena SMN 1) u nocmasnen 6 eospacme 7 nem. 2Kanobol Ha 6bicmpyro ymom-
AAeMocmyb, HeG03MOJICHOCMb HAPABHE €O C8ePCMHUKAMU Obicmpo becamb
U npvleamyb, yHacmeosams 6 cnopmusHvix uepax. Ilpu ocmompe obpauaem
BHUMAHUe, MO NPU OBUINICEHUSX 0e80UKa UCNoab3yem «npuemsl losepca».
B negponoeuueckom cmamyce: omcymemeue axunnogsix pegaexcos, cHudlce-
HuUe KONeHHBIX PepaeKCco8, CHUICCHUE CUNbI 8 NPOKCUMANBHBIX SPYRNAX MblULY,
U MbIUYAX NePOHeanbHoll epynnul 00 4 6arnos. Ommeuaemcs ocpanu4eHue
naccuenoeo obsema molavbHoeo ceubanus cmon do 20°. Ouenka no wkane
Cesepras 3ee3da cocmasuna 27/34, ckopocms 6cmaganus ¢ noaa cocma-
suna 6 ¢, bee na 10 m — 15 c. Ilo pesyavmamam IKI: pumm cumnycoevii,
uacmoma cepdeunvix cokpaujeruii (4CC) 92 6 mun.

ITayuenmre nasnauen carvoymamon 6 me/cym, dosa pazdesena na 3
npuema ¢ coomnowenuu 2:3: 1. laumenvrnocms mepanuu cocmaguia 6 mec.
3a amo epems, na 3-m u 6-m mecsye mepanuu, ObiAU NPOBEIEHbL KOHMPOAb-
note ocmompol u IKI. Usmenenuii YCC ne ommeueHo.

Pesyavmamor ocmompa uepes 3 mec: oyernka no wkane Cesepras 3ee3da
cocmasuna 29/34, ckopocms 6écmasanus ¢ noaa — 4 ¢, 6ee na 10 m — 13 c.

Hmoeosbwiii ocmomp no pesyasmamam 6 mec neuenusi NOKA3aa 3HaA4U-
menvHoe yayuueHue no CPAGHEHUIO ¢ Pe3yAbmamami nepeutHo2o 00cedo-
gaHus: yseauuerue oyeHku no wkanre Ceseprnas 3eesda c 27/34 do 31/34.
Taxoce 3HauumenvHo ygeauuuaucs ckopocms nodsema ¢ noaa: ¢ 6
do 3 ¢ u yseauuunace ckopocms beea (¢ 15 do 10 c¢). Takum obpazom, mol
nOAYHUAU Pe3YAbIMAambl, CPAGHUMbIE C OQHHBIMU AUMEPAMYPbL.

Ilocae 6 mec npuema carvdymamon 6vin ommenen. Yepes 3 mec Ovin
npoeedeH KOHMPOAbHbLI OCMOMP — OMPULAMENbHOU OUHAMUKU He OmMede-
Ho. Ilpu noseaenuu ompuyamenvHoll OUHAMUKU RO Pe3yAbmMamam Hoc-
N€0YIOUUX 0CMOMPO8 Mepanus catbOymamonrom 0yoem 60300H061eHA
8 NePBOHAUANbHOU D03UPOBKe.

3akmouenue. Takum oGpa3oM, cajab0yTaMoJ 1ieJieco00pa3Ho pac-
CcMaTpUBaTh KaK IMpernapaT BbI00pa, MO3BOJISIONIMIA 3aMeITUTh POrpec-
CHUpOBaHMe KIMHWYecKol cumnToMaTku CA. MexaHU3M AeUCTBUSI,
3(hheKTUBHOCTH ¥ TIPOTOKOJI JICUEHHUST TPEOYIOT TaTbHEUIIIEro N3yIeHUs
B paMKax Cepbe3HbIX KIMHUUECKUX UCCIeTOBAHUIA.

0bocHoBaHHOCMb [UIUMENbHOro KNUHUKO-
Helipodhu3uonoruyeckoro Habnopexus
3a nayuenmamu nocne cusppoma lueiina-bappe

M_.A. ITupanos, H.A. Cynonesa, JI.A. Ipumuna, H.I'. CaBunkas

QI'BY «Hayunviii yenmp nesponoeuu», Mockea

Ieab wccnenoBaHusi — TPOBeIEHUE PETYISIPHOTO JUTUTEIBHOTO
KJIMHUYECKOTO M HEMPOGhU3NOTOTNIECKOro 00CIeIOBaHMS MTAllMEHTOB,
nepeHecnx cuHapoM liteHa—bappe (CI'B).

Martepuansl U MeToAbl. [TsTHaALATH MALMEHTOB (8 XEHIIMUH U 7
MyxX4uH; mearaHa (ME) BozpacTa HAa MOMEHT BKJIIOUEHUS B UCCIIEN0-
BaHue — 51 ron), nepeHecunx Tsxeble opMbl OCTPOIi BOCTIATUTENb-
HOI IeMUeTMHU3UpYIoLel rmojuHeiipornaruu (n = 12; 80 %) u akco-
HaibHBIX hopM CI'B (n = 2; 20 %), 6bUTH 0OC/IEIOBAHBI B TMHAMUKE
yepe3 3 (1-g rpynna), S (2-s1 rpynna) u 6osee 7 neT Ha3an (3-s rpyrmnra).
Cpok HaOmoneHust > 5 jet. B neHb ocMOTpa nmaureHTaM MpoOBOAUIN
HEBPOJOTUYECKUIT ocMOTp 1o 1mKaiaM Neuropathy Impairment Score
(NIS) n Medical Research Council Scale for Muscle Strength (MRC);
OIIEHKY BBIPaXXEHHOCTH 0OJIEBOrO CMHIPOMA 10 BU3YaJIbHO aHaJIoro-
Boii wkasne 6onu (BALL); crumynsunonnyio DHMI no craHaapTHOi
meroauke (J. Kimura, 2001) ¢ uccienoBaHreM CMeIlIaHHbIX, IBUTATE b~
HBIX U YYBCTBUTEJIbHBIX HEPBOB (n.n. medianus, ulnaris, peroneus,
peroneus superficialis, tibialis v n.suralis); OUOXUMUYECKUI aHaIU3
KPOBH.

B octpom nepuone nunario3 CI'b ycranaBiauBajicsi Ha OCHOBaHUU
kputepueB BO3 (1993), ¢popma 3a6o1eBaHUS — COMIACHO KJ1accuu-
kauuu R. Hadden (1998); BceM manmeHTaM CBOEBpPEMEHHO (10 2 HeJ
OT Hayasa 3abojeBaHUsI) OblIa MTPOBeIcHA MATOreHeTHYeCKasl Tepa-
nusi — Ta3madepes ¢ akcdysueit iazmer ot 160 1o 250 M /KT

Pesyabratel. B xone ncciaenoBaHust ObUIO OTMEUEHO YBEJIMYEHHUE
BCTPEYAEMOCTH YYBCTBUTEIBHBIX HAPYIIEHUI 1 60JIEBOTO CUHIpOMA
y MalUMEeHTOB C JABHOCTBIO 3aboJsieBaHUsl > 5 jieT (B 3-ii rpymrme),
a TakKe yCUJIeHUE BBIPAXKeHHOCTH 00JIeid Y TaHHOM KaTeToOpuy 60JIb-
HBIX: MeauaHa 6asutoB 1o mkane NIS u BAIL Bo 2-ii rpymie cocra-
BuiIa 9 1 1 COOTBETCTBEHHO, TOra KakK B 3-if rpynme — 16 u 2 coor-
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BETCTBEHHO, OJHAaKO 0e3 cratucTuyeckoil pasHuubl (p > 0,05).
Ilpu 3TOM OlleHKa ABUTATEIbHOU cepbl y MAalMEeHTOB Ha pa3HBIX
cpokax HaboneHus o mkagse MRC 6buta paBHO# (MenraHa 6aylJIoB
80 BO Bcex 3 rpymmax).

Ouenka DHMI -napameTpoB uccienoBaHusi nepudepuyecKux
HepBoB Yy nauueHToB nocie CI'b Ha pa3HbIX CpoKax HAOIIOeHUS Bblsi-
BUJIa YBEJIMYECHUE YACTOTHI PETUCTPALIMU OTKJIOHEHWI OT HOPMBI OTIEITb-
HBIX HEeMpOMU3NOIOrMUeCKUX MapaMeTpoB B 3-i TpyIire MallMeHTOB
10 CpaBHEHMIO co 2-ii rpymroit (p > 0,05). Y naHHoi KaTeropuu 60JbHBIX
yalie PerucTPUpOBATMCH YBEIWMUEHUE TePMUHATBHOW JaTeHTHOCTU
nuctanbHoro M-oteeta (ME 3,3 1 3,7 Mc Bo 2-ii u 3-i1 rpymnmnax cooTBeT-
CTBEHHO), CHUXeHUe aMruiuTyabl S-oteeta (ME 19 u 11,5 MxB Bo 2-it
u 3-1 rpynmnax cooTBeTcTBeHHO) U ceHcopHoit CPB Ha kuctu (ME 55,5
u 51 M/c Bo 2-ii U 3-ii TpymIax COOTBETCTBEHHO) IO #. medianus; CHU-
JKEHUEe aMIUIUTYA S-OTBETOB MO A.n. peroneus superficialis (ME 3,8 u 0
MKB Bo 2-ii 1 3-i1 rpynnax coorBercTBeHHO) U suralis (ME 4,5 u 0 MxB
BO 2-ii 1 3-i1 TpyIIax COOTBETCTBEHHO); a TAKXKE YBEJINYCHUE YACTOTHI
BBISIBJICHMSI 06J10Ka ITPOBEICHUST BO3OYXKIECHUS I10 /. peroneus B TAITMIHOM
MecTe ero Kommpeccuu (7 u 12 % Bo 2-ii 1 3-i TpyIax COOTBETCTBEH-
Ho). Takum 0Opa3oM, y MallMeHTOB ¢ KaTaMHE30M 3a00sieBaHus > S JieT
(3-5 rpynna) no naHHbiM DHMTI -00c1e10BaHus ObLIIO OTMEUYEHO YXY/I-
LIeHWe MPOBOISIIICH (GYHKIIMU CPENUHHOTO U MaJIOGEpLIOBOIO HEPBOB,
a TaKKe YyBCTBUTEIBHBIX HEPBOB HOT.

HecMoTpst Ha TO, YTO BBISIBJIEHHbBIE B XO/Ie HACTOSIIIIETO KITMHUKO-
HepohU3MOIOrNIecKOro 00cieNoOBaHUSI U3BMEHEHHUS B BUIE YBEJINIe-
HMSI BCTPEYAeMOCTH YyBCTBUTEIbHBIX HAPYLICHUI 1 00JIEBOTO CUHIPO-
ma y mauueHTtoB mnocie CI'B B ortmaneHHoOM mnepuojae (KaTaMHe3
3a00s1eBaHUs > 5 JIeT) He ObLIM JOCTOBEPHBIMU, OHM MOTpeOOBaIU
yrouHeHusl. [1pu netabHOM aHaIM3e aHAMHECTHYECKUX TaHHBIX U pe-
3YJIBTaTOB JIAOOPATOPHOT0 00CIEA0BaHMS ObLIIO YCTAHOBJIEHO, UTO HoJiee
TTOJIOBUHBI MALIMEHTOB 3-11 TPYTIIBI HAOIIONAINCH IO MECTY XXKUTETbCTBA
C IMaTHO30M: OCTEOXOHIPO3 MTO3BOHOYHMKA, B UETBEPTH CJIYIaeB y HUX
BIEPBbIC TIPU OMOXMMUYECKOM aHallM3e KPOBM B IeHb OCMOTpa Oblia
BBISIBJICHA TUTIEPIJIMKEMHUsI > 7 MMOJTb/JI (T. €. HeJIb3sT ObLIO UCKITIOUUTh
HaJIMYKe BIIepBbIE BBISIBJICHHOTO caxapHOTo auadera WK rpeaauadera),
Kaxplit 4-if He oTpuual (pakTa 3710yIoTpedIeHus ajaKoroyiem; a 1 ma-
LIMEHT B TeYeHME > 5 JIeT MPUHUMAJ CTATUHBI B CBSI3U C HAJTMYMEM TH-
MepaunuIeMun 1 atepockieposa. [Ipu aTom B 2-ii rpymre 10s 60j1b-
HBIX C BBIIIEYKa3aHHBIMU COIMYTCTBYIOIIMMHU 3a00JeBaHUSMU ObLia
3HAUUTEebHO Hike. CilemyeT OTMETHTh, YTO Oojiee YeM B YETBEPTH
cJIyyaeB MO aHAMHECTUYECKUM CBEACHMSIM MPUYUHY OTHOCHTEIBHOTO
YXYALICHUS] COCTOSTHHSI TAIIUEHTOB 3-1i IPYIIIIBI yCTAHOBUTD HE YIAIOCH:
OCTaJIbHble aHAIM3UpyeMble TOKa3aTequ OMOXMMUYECKOro aHaIu3a
KpPOBH, B3SITOTO B ICHb OCMOTPA, 0Ka3aJ1Ch B HOPME, a JOITOJHUTEb-
HBIX JJAOOPATOPHBIX 0OCIEIOBAHUM B paMKax HACTOSIIEro UCClIea0Ba-
HUSI HE TIPOBOAMIIOCh.

3akmouenue. CI'b xapakTepusyeTcss MOHO(A3HBIM CAMOOTPAHUY M-
BaIOLIMMCSI TEYEHUEM C XOPOIITUM ITPOrHO30M BOCCTAHOBJICHUS U Kpaii-
He peIKUMHU pelrauBamMu. TeM He MeHee MalueHThl BHE 3aBUCUMOCTH
OT MepeHeCceHHO (hOPMBI U TSKECTH 3200 IeBaHMs, CTETIEHU BOCCTAHOB-
JIEHUS HApYLIEHHBIX (DYHKLMI TPEOYIOT ITUTEIbHOTO KIIMHUKO-HEpo-
buznonornuecKoro HabMIOAECHUST B 1IEJISIX PAHHETO BBISIBJICHUST U KOP-
PEKLIMM TPUCOCIMHUBIIMXCS COIYTCTBYIONINX 3a00JIeBaHMIA, TaKUX
KaK 9HIOKPUHHASs MMaTOJIOTHsI, OCTEOXOHIPO3 MTO3BOHOYHUKA, DK30TE€H-
Hble MHTOKCUKALIMKA W JAP., OTPULIATEIBHO BIUSIONIMX HA COCTOSTHUE
nepudepuyecKoro HepOMOTOPHOTO amnrmnapara.

Komnblomepxas nannecmesuomempus
U mepMoceHcoMempus B AUArHOCMuKe
CeHCOopHOil IopMbl XPOHUYECKOII
BOCNANUMenbHoil AeMuenuHu3upyowei
nonuxeiiponamuu

T.E. ITonosa, H.A. I1Inaiinep, M.M. Iletposa,
E.A. Kantumuposa, K. A. Tazenkamnd
T'hOY BIIO «Kpacrospckuit 2ocyoapcmeeHHblll MeOUUUHCK UL
yHueepcumem um. npog. B.®. Boiino-HAceneuxozo» Munzopasa Poccuu

XpoHMUYecKast BOCIJIUTe IbHAs AeMUETMHU3UPYIOLLasi HOJIUHENpo-
natust (XBIT) BXoauT B rpyIiny IM3MMMYHHBIX HEMporaTuii. 3ayacTyto
XBIIT mpoTtekaeT 1oj MacKoi KpUITOTeHHOW CEHCOPHOI MOJMHEHpo-
natuu. Okoso 20 % 13 HeIMarHOCTUPOBAHHBIX MOJMHEHPONIATHIA CO-
crapisier XBITI. Yacrora Bctpeyaemoct XBIIT B BennkodpuraHuu,
Ascrpanuu, Utanuu, Anonun u CLLIA cocraisier 0,8—9,0 Ha 100000
HaceneHus. IlatoreHes XBJIT ocTtaercss 10 KOHLIA HEBBISICHEHHBIM,
HO CBSI3aH C BOBJIeYeHUeM T-KJIeTOUHOro 3BeHa UMMYHMTETA C Hapyllle-
HMEM reMaTo-HeBpaIbHOro Oapbepa, aKCIpeccueid TyMOPHEKPOTU3UPY-
folero (hakTopa, MHTePJIEHKUHOB, LIUTOKUHOB, MHTEP(HEPOHOB, a TAKXKE
€ yyacTveM ryMopajibHoro ummyHureta. Kimmauueckue dopmbl XBJITT
BKJItOYaloT cuHapom Jlplonca—CamHepa (nprodpereHHast MyabTudo-
KaJIbHasl JeMUEJMHU3UPYIoLasi CEHCOPHO-MOTOpHAasl Helpornarus),
MpelOMUHAHTHYIO ceHcopHylo XBJ/II, aucraibHylo NMpuoOpeTeHHYIO
JIEMUEJIMHU3UPYIOLLYIO CEHCOPHYIO Heliponatuio, XB/IIT ¢ nopaxkeHuem
HHC. Knaccuueckas kaptuHa XBJIT nposiBiisieTcss MOTOPHBIMU Hapy-
LIEHUSIMU, TIPeodaalollMMKM HaJl YyBCTBUTEIbHBIMU, CO CJIA0OCThIO
B IPOKCUMAJIbHOM WJIM AMCTATbHOM MYyCKYJIaType KOHEUHOCTEI, Bbla-
NIEHUEM WUJIM CHUKEHUEM CYXOXWIbHBIX peduiekcoB. MoTopHas opma
uMeer Oosiee Tskesioe TeueHue. [lopakeHuWe KpaHUaJbHBIX HEPBOB
1 Oy, 1bOapHble HapyIreHus pa3BuBatotcs B 10—20 % ciyvaeB. CeHcopHast
(opMa niposiBisieTcsl HapylEHUsIMA BUOPALIMOHHOM 1 TeMIIEpaTypHOit
YYBCTBUTEJIBHOCTH, OOJIBbIO M PEIKO AMATHOCTUPYETCS] Ha HayaJlbHOU
CTalliM, YTO CKA3bIBACTCS HA OTCYTCTBUM CBOEBPEMEHHOI MaTOreHeTH-
YECKOM Teparnuu U HeYKJIOHHOM MPOTrpecCUPOBAHUM MATOJIOTMUYECKOTO
npotiecca. OIHUM U3 paHHUX TPU3HAKOB MpU ceHcopHoii hopme XBTT
Ha 3Tarne, Korjaa HauboJee a3hbeKTuBHA MEIMKAMEHTO3HAast KOPPEKILIKs,
SIBJISIIOTCS HApyllleHWe BUOPALIMOHHOM YyBCTBUTEIBHOCTH 3a CUET Topa-
JKEHUSI TOJICTBIX CEHCOPHBIX BOJIOKOH AB-THIa, ITOCKOJBKY 1OKa3aHoO,
YTO JAHHBI BUJ YYBCTBUTEJIBHOCTU MOXKET CHUXATbCS yXXe 3al0JIr0
110 BOSHUKHOBEHUSI IPYTUX MPU3HAKOB HEMPOIIATUM, a TAKXKE HapyLIeHUe
TEMIIEPATYPHOI YYBCTBUTEIBHOCTHU. B HacTosi111ee BpeMsi B IMarHOCTUKE
XBIIT ucronb3yroTesi Takue METO/Ibl, Kak CTUMYJISILMOHHast DMI, 6uo-
TICUsI HepBa U MccileoBaHue LepeOpOCTMHAIBHOMN XXUAKOCTH. JlaHHBIi
(hakT TpedyeT BHEAPEHUSI HOBBIX HEMPO(DU3NOIOrMUECKUX METOJIOB BE-
pudukauuu cencopHoit popmbr XB/IIT.

H.A. IIHaiinep u coat. (2009—2011) npemioxeHo MpuMeHeHue
KOMIIBIOTEPHOI MaJIECTe3MOMETPUH /I OLEHKU BUOPALIMOHHOM YyB-
CTBUTEJIBHOCTU C UCITOJIb30BAHUEM OPUTMHAIBHON MOAMGDUKALIMY OTe-
YECTBEHHOTI'O IMarHocTuyeckoro odbopynosanus «Budporecrep» (MBN,
MockBa) npu nuabeTUyecKoi MOJMHEBPONATUM U HACJEICTBEHHOM
nojuHeBponatun [llapko—Mapu—Tyra, a TakKe pa3padotaHbl pede-
PEHCHBIE KOPUIOPbI YyBCTBUTEJIBHOCTU C IMCTATIBHBIX OTJEJIOB BEPXHUX
U HUXKHUX KOHEYHOCTei. ABTOpaMM ObLJIO MOKAa3aHO, YTO HapylleHue



Konghepenyuu, cumnosuymot, coseuanus

HepBHo-MbiweyHbie BOJIE3HH

BHOPALIMOHHOI YYBCTBUTEILHOCTH TIPY KOMITBIOTEPHOM MaJlJIeCTe3M0-
METPUH Y TTALIMEHTOB C Pa3TMIHBIMUA (hOpMaMU HEMPOITATHIi Ha BEICOKUX
M HU3KUX 4acTOTax HaOJIONAIOTCS YK€ Ha HavyaJbHOW CTaauu, Korna
MalMEeHT yKe MPeIbsBIsET Kano0bl, a KAMEPTOHAIbHAs ITPo0da elle oT-
puuatenbHas. KoMrbioTepHas MauiecTe3uoMeTpusi 3apeKoMeHa0Bala
cebsl KaK BBICOKOTOYHBIN auarHocTudeckuii Meton. ®upmoir MBN
(MockBa) Takxe pazpadoTaH arrmapat « [epMoceHcoTecTep» 1Sl OLEHKU
COCTOSTHUST TeMIIepaTypHOU YYBCTBUTEJIBLHOCTH C BO3MOXKHOCTBIO OIT-
pelesieHUs TeMJI0BOI U XOJ0A0BOI YYBCTBUTEIBHOCTH U OOJIEBBIX ITOPO-
TOB Ha BO3eHCTBHeE TerIa 1 Xosnona. C yu4eToM MPOCTOThI HCIOIb30Ba-
HUsI, HEWHBa3UBHOCTH, HOOCTYMHOCTM JaHHble METOIUKU
MPEeACTaBISIOTCST  HaumboJiee TEPCIEeKTUBHBIMU B MPOBEICHUU
HepodU3M0I0rnuecKoii AMarHocTuku ceHcopHoit hopmbl XBITT.

Ileab padoThl — pa3paboTKa KPUTEPUEB TUATHOCTUKUA CEHCOPHOM
¢dopmbl XBJIIT ¢ ucnosib30BaHMEM KOMITBIOTEPHOI MaAJIJIECTE3UOMETPU U
1 TEPMOCEHCOMETPUU.

Marepuaibl 1 MeToabl. Hamy MCIob30BaHbl HEBPOJIOTUYECKUIA
Habop IS MccaeoBaHMS HEBPOJIOIMUYECKOIO cTaryca; aMOy1aTopHble
KapTbl OOJIbHBIX, UCTOPUU OOJIE3HU MALIMEHTOB C CEHCOPHOI (hopMoit
XBAIT; uHauBuayaabHble KapThl KOMIUJIEKCHOTO OOCJIE€IOBAHMS Talli-
eHrtoB ¢ XBIIT; «Tepmocencorectep» hbrpmbl MBN (MockBa) ¢ BO3MOX-
HOCTbIO MPOBEICHUS TEPMOJMHAMUYECKOTO, TEPMOCTATUYECKOTO TECTOB
C omnpelesieHUeM TeIUIOBOM U XOJIOJOBOM YYBCTBUTEIbHOCTH, a TAKXKeE
MoporoB 0OJIEBOI YyBCTBUTEILHOCTH Ha BO3/ICMCTBUE X001 U Teria
(B 00JIaCTH CTOIT); KOMITbIOTEpHAs najuiectesnomMerpusi («Bubporecrep-
MBN», MockBa) ¢ AMCTaIbHbIX OTAEIOB HUXKHUX KOHEUHOCTE! (HapyX-
HbIE JIOABIKKH) ISl OLIEHKHW COCTOSTHUST BUOPAIIMIOHHOM YYBCTBUTEILHO-
CTM; MPUKIATHAsE KOMITbIOTepHasi Iporpamma Statistica Bepcus 7.0
(StatSoft, CILA).

Pesyabrarel. O0cieoBaHO 25 MAlMEHTOB C BIIEPBbIE BbISIBICHHON
ceHcopHoii popmoit XBJITT, u3 Hux 18 (72 %) xenHumH, 7 (28 %) MyX4uH.
Cpennuii Bo3pacT nauueHToB coctaBui 30,6 + 14,7 roma. Y Bcex ma-
IIMEHTOB B aHAMHe3¢ MMEJUCh YKa3aHWsl Ha PEIMINBUPYIONIUI repriec
JIabMaIbHOM, Ha3aIbHOM WM FeHUTAIbHOM Jlokanu3auuu. Cpeau obcrie-
JIOBAHHOTO KOHTUHIEHTA B 28 % OTMeYaIuch ceMeiiHbIe cliydaun 3a0osie-
Banus XB/II1, accounmpoBaHHOTO ¢ reprieTuyeckoit mHdekuueit. M3 xa-
JI00 OTMEYAIMCh yKa3zaHWsl Ha TMEPUOAMYECKOE OHEMEHHE B CTOMaXx.
TIpu HEBPOJIOTUIECKOM OCMOTPE BBISIBIISLTUCH HAPYLICHMSI IyBCTBUTEb-
HOCTU TIO TTOJTMHEBPUTUYECKOMY THITY, NMPEUMYIIECTBEHHO B HWDKHUX
KOHEYHOCTSIX, Yallle B Buie ruriepecte3un (B 72 % ciydaeB) ¢ TIepexomnoM
B TUIIEpIAaTHIO, TUIIeCTe3Ms oTMevasach B 28 %. [1pu uccienoBaHum Ko-
OpPAMHATOPHOI chepsl Mpeodianaii CUMITOMbBI CEHCUTUBHOM aTaKCUH.

I1pu nmpoBeeHUM KOMITBIOTEPHON MaJIJIECTE3NOMETPUH Y TIAIIMEeH-
TOB ¢ ceHcopHoit hopmoii XBJIIT ¢ nerkoii crernenblo nmopaxenusi (11 %
MalMeHTOB) PETMCTPUPOBATIOCH CHIKEHUE BUOPAIIMOHHOM YYBCTBUTE b~
HOCTH B CPEIHEM U BBICOKOM JMaria3oHe yactot (64, 128, 250 u 500 Iix),
OoJiee BbIpake€HHOE Ha BBICOKMX yacToTax. [1pu yMepeHHOI cTerneHu
BBIPAXXEHHOCTH MATOJIOTMYECKOro mpoliecca (53 % maieHTa) BbISIBJICHO
CHIDKeHME BUOPAITMOHHON YYBCTBUTEIBHOCTH B IMMPOKOM YAaCTOTHOM
IManasoHe ¢ TeHaeH1uMe K BoinaaeHuto Ha 250 u 500 Tir. [Tpu BelpakeH-
Hoit crenienu XB/IIT (y 36 %) 3aperucTpupoBaHO CHUKEHUE BUOpALIM-
OHHO¥ YYBCTBUTEJIBLHOCTH C BBIMIAACHUEM B IITUPOKOM YaCTOTHOM JHa-
Ma3oHe.

Tlpu mpoBeAeHUM TEPMOCEHCOMETPUU TIPU CEHCOpPHOM (opme
XBJIT 3aperucTpupoBaHO CHUXXEHUE TEIJIOBOM 1 XOJ0JOBOI UyBCTBU-
TEJIbHOCTU CUMMETPUYHO C 00EMX CTOPOH JIETKOI /YMEPEHHOM CTeTeH!,

CONMPOBOXKIABLLIEECS CHUXKEHUEM 00JIeBOro opora Ha BO3eHCTBHE Te-
mia u xojioma. Kpome toro, B 32 % ciyyaeB Ipu TPOBEACHUH TEPMOI -
HaMUYECKOIo TecTa BbISIBIEHA X0J040BasT U3ECTe3Usl.

3akmouenue. [1poBeeHHBIE CCIIEIOBAHUS ITOKA3aJIH, YTO Haubo-
Jlee YyBCTBUTEJIbHBIMU IS paHHEH NMarHOCTUKU CEHCOPHOU (hopMbl
XBAIT siBasiioTcs MccaeqoBaHUE COCTOSIHUSI BUOPALIMOHHON 4yBCTBU-
TEJIBHOCTU C TTIOMOLIbIO YCOBEPLIEHCTBOBAHHOIO METO/Ia KOMITbIOTEPHOM
MaJuIeCTe3MOMETPUM HA AUCTATBHBIX OTAe aX (JIONBIKKM) HUXKHUX KO-
HEYHOCTEeI Ha OTeYeCTBEHHOM IMarHOCTUYeCKOM 000pynoBaHuM «Bu-
oportecrep-MBN» 1 OLIleHKA COCTOSIHUSI TEMIIEPATYPHOI UyBCTBUTEIb-
HOCTH C UCIOJIb30BaHUeM arnrnapata « TepmoceHcorectep» (MBN).

Knunuko-3anekmpomMuorpaguyeckas
[IlUarHOCMUuKa paHHux npoABNeHuil
AuabemuyecKoil nonuxHeBponamuu y aemed
U NOAPOCMKOB

E.H. Pynenko, C.A. Maasmobepr

Llenmpanvras demckasn kaunuueckas 6oavhuua PMBA Poccuu; Mockea

Junabernueckasi monuHeBporatusi (JIIT) — omHO U3 caMbIX YaCThIX
XPOHMUYECKUX OCJIOXKHEHU, BBISIBIISIEMOE Y I€Teil U TOJIPOCTKOB, CTpa-
narolmx caxapHbiM auadetroM (C). Bmecre ¢ tem, JIT He BbI3bIBaeT
HajJiexaleil HaCTOPOXKEHHOCTH B TeIUaTPUUECKO TPAKTHUKE, Tak
KakK y geTeil rpeobsagaloT CyOKIMHUYECKNEe M aCUMIITOMHBIE (hPOPMBI
3a00JIeBaHusI, CyOBEKTHBHBIC OLIYIIEHUS Yallle MOSIBIISIIOTCS B TTOAPOCT-
KOBOM M B3pOCJIOM Bo3pacTe. B nmuTeparype MpUBOISTCS pasTuvHbIC
naHHble o0 yacToTe Berpeyaemoctu AIT (ot 10 mo 100 %). PacxoxneHust
CBSI3aHBI C OTCYTCTBUEM OOIIETO MOAXOMA Y YETKUX TUArHOCTUIECKUX
kputepues [AI1, HeTOCTaATOYHBIMU BO3MOXHOCTSIMUA IIPUMEHEHUST METO-
noB OMI B kiMHMYecKoi npaktuke. Bo MHOrMX ciyvasix auartos ATT
He MOXET OBbITh TOCTOBEPHO YCTAHOBJICH O3 MpeaBapuTEIbHOTO U YIITy-
0JIEHHOTO KIMHUKO-DMTI-00cnenoBaHusl.

Ieab uccaenoBanusas — U3ydyeHue HanboJsiee paHHUX KIMHUIECKUX
(cpoku nebroTa, XxapakTep MaHUGbECTallM HEBPOITATUUECKUX HapyIle-
HMI1) U Helipodusunonornyeckux narrepHos ATy nereit 1 moapocTkos,
KOTOpPBIE MO3BOJIWIN Obl AMArHOCTUPOBATH B TOM UKCJIe CTEpThIE, CY0-
KJIMHUYECKUE U aCMMIITOMHbIE (hopMbI 6osie3Hu. Ha ocHoBaHUM moITy-
YEHHBIX JIAaHHBIX IJITAHUPYETCS pa3paboTaTh airoputM DMI-obcnenoBa-
HUSI JeTell C TMopaxeHueMm Tmepudepruyeckoro HEUpOMOTOPHOTO
anmnapata npu CJI ans onpeaeneHus Lieiecoodpa3HbIX CPOKOB Havaia
TepaneBTUYECKOM KOPPEKIINY HEBPOITATUYECKUX HAPYIIICHUIA.

Marepuaibl M MeTObI. B Tpyriy nM3ydyeHus! BKIIOYAIN MallueHTOB
¢ CII 1-ro u CII 2-ro THIa HE3aBUCUMO OT HAJWUYMSI WJIK OTCYTCTBUS
cumnromoB nopaxkenusi [THC. Beero o6cnenosaHo 48 neteit ¥ moapoct-
KOB B Bo3pacte oT 7 o 17 niet (cpeanuit Bospact 13,2 + 2.9 rona). Jnu-
TeJIbHOCTBH 3a00sieBaHust C/I BapbrpoBajia OT BIEepBble IMarHOCTUPOBAH-
Horo 10 9 set (3,3 £ 2,6 roma). Bozpact manudecramu CJI B cpenHem
coctaBuia 10,3 + 3,1 roma. [uarHoctuka JIIT 6a3upoBaiach Ha OLIEHKE
Kajo0 MalueHTOB, ONpene/ieHUH 00IeBOIA, TAKTHILHOMN, BUOPALIMOHHON
W TeMIIePaTypHOIl UYYBCTBUTEIbHOCTH, HMCCIEIOBAHUU CYXOXMIbHBIX
pedIIeKcoB ¢ aHATTM30M TaHHBIX TAPAMETPOB MO OOIIECTIPUHSITHIM IIKAIaM
TSS 1 NSS. ¥ Bcex nalmeHToB 10 BKIIOUEHUS B UCCIIeI0BAaHME TPOBOIU-
JIM UCKJTIOYEHME IPYTUX TPUIMH Pa3BUTHSI TIOJTMHEBPOITATUH (TUITOTUpE-
03, XpPOHMYECKasT BOCTIATUTEIbHAsI IeMUETMHU3UPYIOIIAs TOJTMHENpora-
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s 1 ap.). Kommiaeke OMI-MeTonoB BKIIOUAI U3yYeHUE MPOBOASIIEH
(YHKIIMU MOTOPHBIX BOJIOKOH CPENMHHOIO, JIOKTEBOIO 1 00JIbIIeOepLIO-
Boro HepoB (CPB), amruidrynsl HeraTuBHO# (ha3bl M-oTBeTa U €ro
dopmbl; Tect F-BosmHbl (40 DMI-peanuszauuii). dnsg onpeneneHus
TOJIEPAHTHOCTU K MIIeMMYeckoil Harpyske uccienoaHa CPB no mo-
TOPHBIM BOJIOKHAM CPEIMHHOIO HepBa uepe3 1 1 5 MUH Iociie hieMu3a-
LIMM CTBOJIA HEPBa IyTeM HAIOXEHUSI MaHXKeThl TOHOMETPA U MojIepKa-
HUs ypoBHS A/l Ha 20 MM PT.CT. BbILLIE CUCTOJIMYECKOTO. JIJIs1 UCKITIOUEHUS
TEPMUHATBHOI HEMPONATUM U OLIEHKU CUHANTUYECKOM (DYyHKLIMU MPOBO-
JIWJIA TECT PUTMUYECKOIN CTUMYJISILIMM U TETAHU3ALIMU CPEIMHHOTO HepBa.
CeHCopHbIE BOJIOKHA CPETMHHOTO Y MEIUATBHOTO TIONOIITBEHHOTO HEPBOB
MUCCIENOBAINCH IO aHTUIPOMHOI METOAMKE, OMNMpPEAESUINCh 3HAYEHUS
CPB u amruntyna nmoteHImana aeictusi Heppa. OYHKIINIO BETeTATUB-
HbBIX BOJIOKOH OLIEHUBAJIM MPY UCCIIEI0BAHUN KOKHOTO CUMITATUYECKOTO
BBI3BAHHOIO TOTEHLMAMA C pErucTpauueil OTBETOB C JIEBOW KUCTHU
10 CTaHIAPTHOM MeTOAMKE. AMIUIMTYTHO-YaCTOTHbIE XapaKTEPUCTUKU
UHTep(hEPEeHIMOHHOM KPUBO MPOU3BOJBHOIO MBILLIEYHOTO HATIPSIXKe-
HUSl MBILLILBI, TPUBOASLICH OOJBLION TMajen KUCTU, UCCIeNoBalu
C TMOMOUIbIO TYPH-aMIUIMTYAHOTO aHajiuM3a Mo MeToay BuiiucoHa.
KoHTposIbHYIO IPYIITY 110 UILIEMUYECKOMY TECTY COCTaBWIIM 22 TallUeH-
Ta B Bo3pacrte oT 9 1o 17 sier 6e3 Kakux-J1100 NMpU3HAKOB MOPaXKEHUS
TTHC (10 neBoyex u 12 MaJIbYUKOB).

Pesyabratel u o0cyxaenue. [1pocTass CKpUHIMHTOBAsI TMAarHOCTHUKA
C OINpe/esieHUEeM COCTOSIHUSI TOBEPXHOCTHOM YYBCTBUTEJIbHOCTHU
unu pedaekcos BbisiBisgeT JI1 B HEOOIbIIOM MPOLIEHTE CIydyaeB (B Ha-
meM ucciaenoBaHuun — 6 %). Bonee 4yBCTBHUTeNbHAs OUArHOCTHUKA
¢ (dukcauueir TMOJOXUTEIbHOM HEBPOMATUYECKON CUMITOMATUKU
U1 HEBPOJIOTMYECKOTO AehULIMTA MOBBILIAET TOYHOCTh 1MarHocTuku JAT1.
CrieflyeT y4yuThIBaTh, YTO TMIPU 3TOM He BepU(PULMPYETCS CYOKIMHU-
yeckas craausi AI1. Tpu obcaenoBaHUM COTIaCHO BIOPaHHBIM IMArHO-
CTUYECKUM KPUTEPUSIM C TIPUMEHEHMEeM Komruiekca DMI-MeTonoB
6osiee yem y mosoBUHBI (52 %) maumeHTOB muarHoctupoBaHa JITT.
B ar1oit rpynme B 60 % ciiyyaeB ycTaHOBJIEHA CEHCOMOTOpHasT (hopma
nMabeTYeCKOM TUCTATbHOM MoJMHEBpONIaThM, Ha 2-M Mecte (24 %) —
cencopHas I, B 8 % — UCKITIOUUTEIbHO MOTOPHBIN BapyuaHT IOJIH-
HeBporaTtuu. Y 2 nereii ¢ BriepBbie BbisiBIeHHbIM CJI oTMeuanuch pas-
JINYHbIE CEHCOPHbIE CUMIITOMBI (Mapecte3uu, 00Jib) B AUCTAJbHBIX
oTzesIax HOT U ymMepeHHoe cHukeHrne CPB mo ceHCOpHBIM BOJIOKHAM
CPEIMHHOIO U MEAMAIbHOTO MOJOUIBEHHOTO HEPBOB, YTO OBLIO paciie-
HEHO Kak ocTpas runepriukemudeckas JIIT. Ha ¢poHe HopMmanuzamuu
YIJIEBOIHOIO OOMEHAa CEHCOPHbIE HapylIeHUs ObUIM KyMHMPOBAHBI,
a sHaueHus1 CPB HopmanuzoBanucek. Y 4 (17 %) naiimeHToB oGHapyke-
HO HekoTopoe cHukeHre CPB 1o MOTOpPHBIM BOJIOKHAM CPEIMHHOIO
HepBa B nuamnasone ot 44,2 no 48,7 m/c. Camkenue CPB 1o MOTOpHBIM
BOJIOKHAM 00JIbIlIe0epLIoBOro Hepsa 3acdukcupoBaHo y 7 (30,5 %) 6oib-
HbIX. InanaszoH cHuxkeHust CPB coctasui ot 21,5 1o 38,9 m/c. AMruin-
TYJIHbIE XapaKTEPUCTUKU HETaTUBHON YaCTU MaKCUMaJIbHbIX M-OTBe-
TOB, a TaKxKe uX hopMa ObLIM He U3MEHEHBI. Y Bcex namueHToB ¢ IT1
MpU HUCCAeNOBAaHUM TPOBOAsUIed (YHKIMU BOJOKOH CPEIMHHOIO
U JIOKTEBOTO HEPBOB BBISIBJIEHO MOBBIILIEHUE 0JJ0KOB F-BoJIHBI OT 26,0
+ 11,3 % no 68,0 = 14,3 %, Torna Kak TOJIbKO y 5 00CIemyeMbIX ObUTH
3aperucTpupoBaHbl 010KM F-BoJIH Mpu oLieHKe MpoBoAsiieidl GyHKUMU
MOTOPHBIX BOJIOKOH 00JIbLIEOEPILIOBOIO HEpBa. AMILJIUTYAHbIE 3HAUE-
HUs F-BOJIH 1 rokasaren XpOHOAMCIIEPCUM UX JIATEHTHbBIX MEPUOIOB
COOTBETCTBOBAJIM HOPMATUBHBIM 3HaUe€HUSIM. [1pu npoBeeH Harpy-
304YHOI'0 TecTa UlIeMU3aluu nepudepruyeckux HEpBOB B TpyIIie neTeit

u noapoctkoB ¢ CJI 3Hayenusi CPB uepe3 1 MmuH cocraBuiau 50,0 +
3,0 m/c, adepe3 5 MuH 48,5 + 2,9 M/c Ipu UCXOTHBIX 3HAYCHUSIX 52,2
+ 3,5 M/c. B KoHTposIbHO# Tpyriie cpenHue nmokasarenan CPB mo mo-
TOPHBIM BOJIOKHAM CPEeIMHHOTo HepBa yepe3 | MUH coctaBuiu 57,5 +
2,9 M/c, auepe3 S MuH — 57,3 £ 3,0 M/C TIpU MICXOMHBIX 3HAYCHUSX 58,5
+ 2,7 M/c. TakuMm 06pa3oM, BbISIBJICHA TEHACHIUS K O0Jiee HU3KOM TO-
JIEPAHTHOCTH K MILIEMUYECKOI Harpys3Ke B rpyrrie nauveHTos ¢ JATI1.

BoiBoapl. Komruieke DMTI-MeTon0B MMeeT BaxkHOE 3HaUeHHeE, T10-
CKOJIBKY TTO3BOJIIET OOHAPYKUTh MUHUMAJIbHbIE HApyLUEHUS (DYHKIIMO-
HUpPOBaHMS TNepudepruuecKkoro HepOMOTOPHOTO arrapara, a 3Ha4yuT,
BbISIBUTb MHULIMAJIbHbBIE CYOKITMHMUYECKUe TposiBienust AI1, 4to no3so-
JISIET MIPOBOJIUTh CBOEBPEMEHHYIO TeParneBTUYECKYI0 KOPPEKILHUIO Y Ta-
uureHToB ¢ C/I. [To HalIMM 1aHHBIM, YYBCTBUTEIbHOCTb U UH(MDOPMATUB-
HOCTb OT/IEJIbHBIX MeTOA0B DMI -ucciienoBaHus MOXET ObITh Pa3IMYHOMN.
OO1LIeNPUHSTbIE CTAHIAPTHBIE TECTbl CTUMYJISIIMOHHOW MMoOrpaduu,
takue kak CPB, Moryr BbISBASTH MOpakeHUE TOJCTHIX MUETUHU-
3UPOBAHHbIX BOJJOKOH JAJIEKO HE Y BCEX JIETEH U MOAPOCTKOB C CYOKIN-
Huyeckum TedeHuem JI1. PesynbraThl aHanusa napameTpoB F-BoJHbI
JIAlOT OCHOBAHUS CEIaTh BbIBOJ O BHICOKON MH(OPMATUBHOCTHU UCCIIE-
noBaHus 4yuciia 6;10KoB F-BOJIHBI KaK KOMITOHEHTA AMarHOCTUYECKOTO
KOMILJIEKCa MPU aCUMITTOMHBIX U cyOKIMHu4eckux opmax II1y nereit
U noApocTkoB. MHTEpeCHBIM (haKTOM MPEACTaBISIOTCS JaHHbIE O Hau-
0oJIbLLEH TpeACTaBIeHHOCTH 0JI0KOB F-BOJIH, perucTprupyeMbIX MPU CTU-
MYJISILMM HEPBOB PYK, HEXEJIM O0JIbLIEOEPIIOBbIX HEPBOB. DTU TaHHbIE
HYKIIAI0TCS B IOMCKE aIeKBATHOM IMIOTE3bl MEXaHU3Ma Pa3BUTUSI HApy-
LIEHUIA MPOoBOAsIIEN (PYHKIIMU OTAEIbHBIX TPYIIT MOTOPHBIX BOJOKOH
B HepBax BepxHUX koHeuHocTtel npu CJ1. [ToaToMy MccienoBaHue 3TOro
BTOPUYHOTO OTBETA, B TOM YHCJIE C 003aTeIbHBIM TECTUPOBAHUEM HeE-
PBOB PYK, Ha Halll B3IV, JOJKHO BXOAUTh B aITOPUTM OOC/IEI0BAHUS
neteii u noapoctkos ¢ C/I 1 nonozpeHuemMHa Haiauuue AI1.

Cnyyau aymocoMHo-peueccuBHoll namonoruu
npu HanpaBnglWeM auariose
Muoaucmpodpusa [jrowenHa/bexkepa

O.I1. Poukkosa, E.JI. lanam, I'.E. Pynenckas, B.I1. ®enoros,
H.B. Komaposa, A.B. IToaskos

DI'BY «Meduro-eenemuueckuii Hay4unwlii yenmp», Mockea

Beenenue. [1porpeccupytoiue mpiieyHslie auctpobun (IMMI) —
reHeTUYEeCKM-TeTepOreHHas rpyrna 3abosieBaHuil, 3a BOSHUKHOBEHUE
TFeHeTUYECKMX BapUaHTOB KOTOPON OTBETCTBEHHO OKOJIO 2 JIECATKOB
reHoB. MeiweuyHas aucrpodus dromenHa/bekkepa (M 1 /B) siBnsier-
cg HauboJiee pacrpoOCTPaHEHHBIM M M3YyYeHHBIM 3a00JieBaHUEM 3TOi
rpyniibl. OJHAKO CYIIECTBYET psil BADMAHTOB, CXOAHBIX M0 KIMHUYECKOM
KapTUHE, U3 KOTOPBIX Yallle BCEro HabI0Aat0TCs MOSICHO-KOHEUHOCTHAS
mbiieuHas auctpodust (IMMKMI) 2A u 21 TUnoB, a Takxe CriuHalIbHAsK
MblieyHas atpodust (CMA) 3-ro Tuna.

Iens uccenoBanus — reHeTHYeCKuit aHaau3 yactbix hopm [MKM/]
1 CMA B BbIOOpPKE OOJIbHBIX MAJIBYMKOB C HAIPAaBJISIOLIIMM I1MarH030M
MI1/B.

Marepuaibl 1 MeToabl. 1St uccaenoBaHus ObLIU B3SThl 00pasLibl
JHK 1355 npo6aHaoB My>KCKOTO I0Jia ¢ HaNpaBIsSIOUIMM TUarHO30M
MJI I/b. KoHTposnbHylo BBIOOPKY coctaBui 791 obpaserr JJHK (1582
XPOMOCOMBI), TOJYYEHHBII OT HEPOJACTBEHHBIX XUTEJIEH pa3IUuHbIX
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pernoHoB P®. [lns uccnenoanusi reHoB DMD, CAPN3, FKRP, SMNc
ucnosb3oBaiv Metonbl [TL[P-rnosinmMopdu3MoB AJTMH pecTPUKIMOHHBIX
U aMIIMULIMPOBaHHbIX (hparMeHToB, aHamu3 MLPA (multiplex ligation-
dependent probe amplification), a TakxKe IpsiMOe aBTOMaTUYECKOE CEK-
BEHUPOBaHUE.

Pesyasratbl. M3 1355 mauueHTOB ¢ HanpaBIsIOLIMM AMarHO30M
M/ /b ygactele generuu B reHe DMD oGHapyxkeHbl y 555 (41 %)
MasibuukoB. bosiee yem B nosoBuHe ciaydaeB (n = 800) nuarHo3 M|
J1/B MoJIeKyIIpHO-TeHeTUYECKUMKM METOIaMM He TOATBEPXKIAeTCs.
VY 34 u3 791 uccnenoanHHoro npobanaa (6e3 myraiuii B rene DMD)
obHapyxeHbl MmyTaluu B rene CAPN3, B 30 ciydasix — MyTaliu B To-
MO3HMTOTHOM MJTM KOMITayHI-T€TePO3UTOTHOM COCTOSIHUU, B 4 CITydasix
2-s1 MyTanus He obHapyxeHa. Y 11 u3 681 uccienoBaHHOro nmpobaHma
(6e3 mytauuit B reHe DM D) oGHapyxeHbl MyTauuu B reHe FKRP. On-
HAaKoO TPU UCCIIeNOBAHUM KOHTPOJIBHOI BEIOOPKU HOCUTETBCTBO YaCThIX
myTauuii B reHe CAPN3 B reTepo3UTroTHOM COCTOSTHUM OOHApYKeHO Y S,
a yacThlx MyTauuit B reHe FKRP — y 3 nauueHToB. TakuM oOpasom,
MOKa3aHo, YTO MalMeHThl ¢ | OOHapyXeHHOW MyTalueil SIBISIIOTCS
MOMYJISIIMOHHBIMU HOCUTEISIMU, a He 60JbHBIMU. Y 16 13 563 nccie-
NIOBaHHBIX MPo0OaHI0B (6e3 MyTaLuit B reHe DM D) oOHapyXeHbl MyTa-
uu B reHe SMNc.

VYUTBIBas TOJTIO YACTHIX MyTALIMI CPEIM BCEX MYTAIIMii TeHOB, a TaK-
K€ arnmpoKCUMUPYsl JaHHbIE, TOJYYEHHbIE B XOJI€ UCCIIEA0BaHUS, Ha 00-
11ee YrciIo OOIbHBIX 0€3 MyTalluii, ONIPEIEIUIU, YTO B BBIOOPKE OOJTbHBIX
¢ HarpasJistionmM nuaraozoM M1 1/b B 5,6 % ciydaeB oOHapy:KMBaIOTCSI
mytauuu B renax CAPN3 (3,1 %), FKRP (0,7 %), SMNc (1,8 %). Cpenu
ManyeHToB 6e3 MyTaruii B reHe DM D naHHasi YacToTa coctaBisieT 9,5 %
(cootBetcTBeHHO CAPN3 — 5,3 %, FKRP — 1,2 %, SMNc — 3,0 %).

3akimouenune. Takim 06pa3oM, TToKazaHa HEOOXOIMMOCTb UCTIONb-
30BaHUS KIMHUKO-MOJIEKYJISIPHO-TEHETUYECKUX aJITOPUTMOB UCCIIE10-
Banusi [IM]I, OCHOBaHHBIX He TOJBKO Ha KIMHUYECKHUX HaHHBIX,
HO Y Ha YaCTOTaX BCTPEYaEMOCTH Pa3TMUHBIX BApPUAHTOB MUOIUCTPODUIA

CO CXOXMMH KIMHUYECCKUMU IIPOSABIICHUSIMMU.

Onbim nevyeHua HeliporeHHbIX Aedopmayuil
N03BOHOYHUKA

C.O. Paowix, C.H. Mensenesa
Poccuiickuii hayunviii yenmp «Boccmanosumenshas mpaemamonozus
u opmoneous um. axao. I'.A. Uauzaposa», Kypean

Ilenb uccenoBaHus — U3ydeHUE TEUCHUST M PE3YJIBTATOB JIEUSHMSI
necbopMaliy MO3BOHOYHMKA MPU HEPBHO-MBIIICYHBIX 3a00JIeBaHUSIX.
Jlu3aiiH: peTpOCTIeKTUBHBIN aHATN3 CePUM KITMHUYECKUX HAOMIONCHHUIA.
Knacce nokazatenpHoctu — IV.

Marepuaisl 1 MeTonbl. [IpoBeieH peTpOCIIeKTUBHBIN aHAINU3 pe-
3yJIBTATOB JIeYeHUsT 19 MalMeHTOB ¢ HEPOMBIIIIEYHBIMU 3200 IeBAaHUSIMU
B Bo3pacTte ot 13 10 28 JIeT ¢ MPOrpecCupyrolnM CKOJIMO30M TSIKET0M
M KpaifHe TsDKeJol crerneHu. [IpeaMeToM n3ydeHust ObLTM OCOOEHHO-
CTU BepTeOPaTbHOTO CUHIPOMA, TMHAMKMKA HEBPOJIOTMUYECKOTO CTATy-
ca u (YHKUIMOHATBHBIX HapylmeHWil. Vcroab30BaHbl KIMHUYECKHUIA,
nyyeBoit (peHtreHorpacdus, KT, MPT, coHorpadus), GyHKIMOHATbHbBIN
(DHMI, scte3unomerpusi, CIUPOMETPHUS) U CTATUCTUYECKUIA METOJIBI.
CTereHb CKOJMOTMYECKOTO KOMITOHEHTa nedopMaliiiu OleHUBAIA
no kinaccudukaumu J. James. HeoOX0aMMO OTMETUTb, YTO Ba’KHbBIM
SIBJISIETCSI He aOCOITIOTHAsI BeTMIMHA ehopMalliy MO3BOHOYHUKA U TIe-

pekoca Tasa, a ee Heu30exKHasi MPOrpeccust U CBSI3aHHbIE C 3TUM CTaTOAM-
HaMuveckue M (QYyHKIMOHAJIbHBIC HApyLIeHUsI. Y NaHHOM KaTeropuu
MaleHTOB peyb UAET He O KOCMETHYeCKOM NedeKTe, a O KauecTBe H,
BO3MOXKHO, MPOIOJIKUTETbHOCTH KU3HMU.

CHUHIPOM TOpaKaJIbHOI HEIOCTATOUHOCTH KOJTMYECTBEHHO OIICHH -
Basu o uHaekcy SAL n MAcI'K. Cratuctuueckasi 00paboOTKy JaHHbIX
MPOBOIWIIM ¢ TToMolIbio raketa Excel 2010. DdyHKIIMOHAIBHBIN cTaTyc
JI0 U 1ocJjie onepaiuu otieHuBaiu no kiuaccudukamm RLAH (Rancho
Los Amigos Hospital) ¢ BkimioueHreM 5 pyHKIIMOHaTbHBIX KiaccoB (PK):
1 — mauueHThl, CrocoOHbIe MepeMeniaTbes 6e3 BHELIHEeNH MoMOILU; 2 —
MalMeHThI, CIOCOOHBIE TTepeMEIaThCsT ¢ TOIIEPXKKOIA; 3 — MaIlMeHTHI,
cusiiye 6e3 BHEITHe | MOMOIIIH; 4 — MallMeHThI, CITIOCOOHBIE CAMOCTO-
SITEIbHO CUMIETh C BHEIIHEH MOIIePXKKOIA; 5 — Jiexkaune manueHTsl. Bee
MalMeHThl TPOOTIePUPOBAHBI, OTHAJIECHHBIE pE3YJbTaThl OTEepPaLIMiA
MPOCJIEXEHBI B CPOKU OT 7 MeC 110 3 JIET.

N3 xupypruyeckux mMetonuk y 12 mauueHToB c aedhopMalusiMu
110 70° IPUMEHSITM KOPPEKLIMIO U 33/IHIOI0 MHCTPYMEHTAIbHYIO0 OMKOPTH -
KaJibHy10 (prkcauuio ¢ ypoHst Th?-«ta3» cucremamu CD. KoMOuHaLus
MeTonoB BHelHe# dukcanuu (halo-pelvic, amapar HTTI®) u 3amHeit
CD-uHcTpyMeHTaIbHOM (bUKCcallMK UCTIOIb30BaHa y 7 OOJIbHBIX.

Pesyasratel. [Ipu HeliporeHHBIX HedopMalUsIX MO3BOHOYHUKA
npeobJanaay CKOJIMOTHYECKUE Pa3IMuHoii aTnosoruu (B 17 uz 19 ciy-
yaeB). BennunmHa CKOJIMOTUYECKO Ayru ornpejaessjach B AUarazoHe
56—145°. Toneko y 1 (5,3 %) nmauueHTa onpenenisiiach aehopMarus
cpemHeTseKenoii creneHn — 53°,y 8 (42,1 %) — BenmmuuHa aedopmarmn
BapbupoBasa B npeaenax 70—100°, gyra 6osee 100° nuarHocTupoBaHa
TaKk xe y 8 (42,1 %) nmaumenToB. CHHIPOM TOPaKaJIbHON HEMOCTATOU-
Hoctu Berpetwiics B 17 (89,5 %) cinywasx. HapyiieHus: HeBpOJO-
TMYECKOTo cTaTyca OOHApyXeHbI Y BCeX MAIlMEHTOB C HEMPOTeHHOM
nedopmanueii. HeBponornueckuii 1euunT HOCHUI KOMOMHUPOBAHHBII
xapaktep. Tun A koHctatupoBat y 2 (10,5 %) 6ompHBIX, THI B —y 10
(52,6 %), unm C —y 6 (31,6 %), 7um D —y 1 (5,3 %) naumenra. M3 Hux
TeTparmapes, OT YMEPEHHOTO 10 Tpyboro, otMeueH y 9 (47,4 %) narveH-
TOB, HapyIIeHWs] (PYHKIIMKM Ta30BBIX OPTraHOB BbIsSIBIEHHI B 8 (42,1 %)
ciyyasix. Y BceX NalMeHTOB ObUIM IEKOMITEHCUPOBaHHbIE ehopMarivu.

OrnopHas (GpyHKI1IMSI TO3BOHOYHMKA BOCCTAaHOBJIEHA y BceX. HecMo-
Tpsi HAa OTCYTCTBUE TUHAMUKH HEBPOJIOTMYECKOTO CTaTyca, TAKXKe y BceX
OTMEUEHO YyiyuylieHue (pyHKIMOHaIbHOTO Kj1acca ¢ 4—5 1o 3 (cuasat 6e3
MOIIEPKKM), CHUXKEHHME BBICOTHI CKEJIETOTOMMM KyIoja auadparMbl
B cpeaHeM Ha 1,5 pebpa ¢ yaydiieHrueM (YHKIIMU BHEITHETO TbIXaHUsI.
CpenHsis BeJIMUMHA UCKpUBIIEHUS OoJiee BbipaxeHa (yroa Cobb o orne-
pauuu — 75°, mocne — 32°). CpeaHuii mpouUeHT Koppekuun — 57 %.
OCTOXXHEHUST OTMEUEHBI Y 2 OOJIbHBIX: HECTAOUITBHOCTh BUHTOB U TIpe-
XOsIIIasi TPAKIIMOHHO-UIIeMUYecKasi MUEJIONAaTusI, KylmupoBaHHAs
MeIMKaMEHTO3HO.

Oo6cyxaenne. OriepaTUBHOE JICYSHHE SIBJISIETCS YaCThI0 KOMITIEKCa
peaduIMTaliMu MaurMeHToB 3Toii rpymnbl. KopceTHoe JieueHne Headbek-
TUBHO. B CBsI3U ¢ KOMOMHMPOBAHHBIM XapaKTepOM IMaTOJIOTUu aedop-
Mallysi aKTMBHO IIPOTpecCUpyeT M TpeOyeT paHHEro OIrepaTuBHOTO
siedeHust. [TokazaHueM K onepaTUBHOMY JICUSHUIO SIBIISTIOTCST:

— HammuKe aehopMalyy MO3BOHOYHHUKA BO (DPOHTATBHOIM TIIOCKO-
¢t > 20°, B caruTTajibHO# > 10° BbIllIe BEPXHE rpaHULIbl HOPMBbI (HU3MO-
JIOTMYECKOTO CAaTUTTATTBHOTO MPOGWIIS TPK (hOPCUPOBAHHOM XKU3HEHHOM
emkoctu sierkux (PXKEIT) > 50 %;

— MUHMMaJIbHOE MCKPUBJEHUE B JIt0OOI mimockoctu < 20° npu
DXKEI <50 %;
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— Tmporpeccupyloliiee TeueHue > 5° B TO;

— coMaruyeckas AMchyHKIus, CBsI3aHHas ¢ Aeopmalueit mo3Bo-
HOYHMKA (HU3KME MOKa3aTeau XU3HEHHOW eMKOCTH JIETKUX IO pec-
TPUKTUBHOMY THUITy, MaJbHO3ULMSI CEPALIA, XKEIyIOYHO-KHUILIEYHOrO
TpakTa, Moyek);

— BbIpaXXeHHbI 00J1eBOI CUHAPOM U Hea(D(HEKTUBHOCTb KOHCEP-
BaTUBHOM Teparuu B TeueHue 6—12 Mec;

— BepTeOporeHHasi HeBpOJIOrmyeckasi CUMITOMAaTHKA;

— CcTaToAMHAMUYeCKuii 1ucbanaHc.

Xupypruyeckoe JieueHue MOXET ObITb peaJM30BaHO TOJIbKO
MPU BO3MOXHOCTU MHOTONpOMUILHOTO 00CIe10BaHUS U MOHUTO-
puHra. CrerneHb KOPpPeKUUU A0JKHA ObITh HEOOXONMMON U 1OCTa-
TOYHOI, 4TOOBI NnepeBecTr AehopMalnio B KATETOPUIO KOMIIEHCUPO-
BaHHOI.

BbiBoapl.

* Xupypruyeckasi KOppeKuus He BIUseT Ha ITMHAMUKY OCHOBHOTO
3a00J1eBaHUsI, HO 3HAUMTENIbHO YJIyYlllaeT KayecTBO XKMU3HU 3a CYET
yMeHblIeHUs: (YHKIMOHAIbHBIX HapylIeHUN M yJydlleHus: OajlaHca
TYJIOBULIA.

» [lnaH ornepaTUBHOIO JieUYeHUs CTporo uHauMsuayaneH. Ipu ne-
dopmManusix ¢ rpyobIMU HDYHKIIMOHAJIBHBIMU HAPYLUIEHUSIMU IMOKa3aHUS
K OIepaTUBHOMY JICUEHUIO CIIEAYET pacCMaTPUBATh KaK KM3HEHHbIE.

HemunuyHaa KapmuHa aucmanbHoli
MuUonamuu ¢ KonbyeBbiMU Bakyonamu
Yy 24-nemHero nauuenma

A.A. Cemenos', J.S. Park?, N.Y. Jeong 2, J.H. Shin?, Y.C. Choi’,
D.S. Kim?

'Kagedpa nesponoeuu u ncuxuampuu Cesepo-Bocmounozo ghedepanvioeo
yhueepcumema um. M. K. Ammocosa, Siymcik; “omdenenue negponoeuu
Ancancioeo eocnumansa [lycanckoeo HayuonanvbHoeo yHueepcumema,
Ancan, I0xcnaa Kopes, omdenenue neeponoeuu MeOuyuncKo2o Koneoxuca
Honceiickoeo ynusepcumema, Honuceit, FOxcras Kopes

BBenenune. JlucranbHasi MMOMAaTUSl C KOJIBLEBBIMU BaKyoJISIMU
(AMKB) (OMIM: 605 820), Takxe n3BecTHasi Kak MuornaTisi HoHaxka,
MPEACTaBISET COO0M ayTOCOMHO-PELeCCUBHOE 3a00jieBaHrE, KOTOPOe
HauMHAeTCsl B paHHEM B3pOC/IoM nepuoe. JJaHHasi maTtosorus KJIMHU-
YECKM XapaKTepU3yeTcs MPEMMYLIECTBEHHBIM BOBJIEUEHUEM TepeaHen
00JIb1IEOEPIIOBOM MBILILBI 0€3 MOpaKeHUs YETbIPEXIJIABON MBbILLILIBI.
Tucronornyeckasi KapTMHa MpEACTaBleHA KOJbLUEBBIMU BaKYOJSIMU
B muonurax. M3sectHo, uro IMKB BbI3bIBaeTCsl MyTalMsiMd B T€HE
UDPN-aneTuJlrnioKo3aMUH-2-anuMepas3a/ N-ameTusa-
MaHHo3amuHKuHa3a (GNE), KoTopblil urpaet 60JIbIIYIO POJIb B CUHTE3E
CHUAJIOBO KHUCIIOTHI.

Co Bpemenu onucanus 6oe3nu B 1981 . I. Nonaka u coaBT. B Jin-
TepaType NPUBOAWIM Cllydau HETUIMUYHOM KIMHUYECKON KapTHUHbI
NIAHHOM 0OJIE3HU, TaKHUEe KaK MPEUMYILLECTBEHHOE TTOPaXeHUe MPOKCU-
MaJIbHOI TPYMIbl MBIIIIL, CJA0OCTh MbILILL JIMLIA U TTOPAaXXEHUE MbILILL
kuctu. B takux cinyvasix puarHoctuka JIMKB MoxkeT mpencraBisTh
OIpeeIeHHYIO TPYAHOCTb. MBI IpencTaBisieM KIMHUYECKUiA ciydait
JAMKB y 24-51eTHero mnamueHTa ¢ porpeccupyolieii ciabocTbio B ITPOK-
CUMAaJIbHOIM TpYIINe MBI HUXHUX KOHEYHOCTEH B TeYeHue 3 JIET,
0€e3 KOJIbLIEBbIX BaKyoJeil Mpu OMONCUU, C OATBEPXKIACHHON MyTalueit
B reHe GNE (KoMnayHI-reTepo3uroTHast MyTaius).

Kaunuueckuii cayuaii. boavhoii, 24 2o0da, kopeey, obpamuacs 3a nomMo-
WBI0 C JHCAN00aMU HA YXYOUAIOUYHCS CAAO0CMb 8 MbIUUAX HUICHUX KOHEeY-
Hocmell. Okoao 2 aem HA3a0 nayueHm 3amemun, 4mo CMaHo8UmMcs mpyoHo
NnoOHUMamuCs 6epx no AecCmuuye, CeA3bl6an MO C NOBLIUEHUCM MACChl
meana (okono 27 ke). boavHoil o6pamuacs 6 Mecmuyo NOAUKAUHUKY, 20e emy
npoeeau uconvuamyr IMI, komopas 6vi6una eeHepaIU308aHHbIe MUONA-
muuecKue U3MEeHeHUs 8 MblUYAX, HeMHOLOUUCACHHbIE NOMEHYUANbl Pudpu-
AAUUY U ROAOJICUMENbHble ocmpble 60aHbl. Tlocae smoeo Oviaa npogedena
Ouoncus AamepanbHoll WUPOKOU MbLULYbL, NPU 2UCMOA0CUYECKOM UCCAed0-
B8AHUU BbIBAEHI MbIUEYHAS OUCMPODUS C NOBBIUIEHHOU 8APUAOEALHOCTbIO
duamempa MbluleHHbIX B0N0KOH, eOUHUYHble Ampopupo8aHHble 60A0KHA,
MHOJICECBEHHbIE YCHMPAALHO PACNOA0JCEeHHble A0pd, a makdice neekoe
yeeauueHue s3Hdomusuarvhol mxanu. Koavyeswix eakyoneli He 00HapyiceHo.
Cnabocmb npoepeccupogana, u Ha MOMEHM OCMOMPA OOAbHOU UCHbIMbIBAN
mpyornocmu npu xo0w0e.

Hacnedcmeennviii anamnes omsaeowen — y MOHO3U2OMHO20 OAuU3Heya
001bH020 ObLAU MAKUE dce CUMNINOMbI.

TIpu husukanvrom ocmompe y 604bHO20 ObiG 8bIABACHA 08YCMOPOHHSAS
2unepmpo@us UKPOHOICHbIX Mbluly. JlucmpopuuecKux usmeHeHuil Moluly,
CKOAUO3a U KOHmpakmyp He obnapyxcero. I[loxooka nepesanugarouasics.
Hccaedosanue cunbl Mbluiy, 8bIA6UN0 3HAHUMEAHYIO CAAOOCHb NPOKCUMANL-
HOUl 2pynnbl Mbluly, HujcHel KoHeuHocmu. OUeHKa cunbl Mulidl, RPO8ooUAach
no wikanre MRC (Medical Research Council for Muscle Strength): ceubanue
u omeedenue 6edpa — 2 b6anna, npusederue 6edpa — 3, ceubanue u paseu-
b6anue eonenu, paseubanue cmonvl — 4. Ommeuanrcs NOAOHCUMENbHBLI
cumnmom loeepca. Ocmomp Opama-6au3Heya makdice 8vlA8UA CXOJNCUE
CUMNMOMBL.

IIpu nabopamoprom uccaedo8anuu Kposu Obia0 8bI8AEHO NOBbIUEHUE
rxonuenmpayuu KOK do 1427 E/l/a. Ocmanvhvie nokaszamenu, 6Kao4as
dynkyuro wumosudroll yucenesvl, bvLau 6 Hopme. KT mbiuy nokasana cum-
MempuuHble ampoguuecKue usMeHeHus mbluy-ceubameneii beopa, 3aowneil
2pynnblL Mbluly, 6edpa, a makice 4acmu Kambanroeuorou mviuuysl. OcmansHoie
MbIULYbL, BKAKOUAS Hemblpexeaagylo u nepednion 00abuiebepyosyro, Obiau
OMHOCUMENbHO cOXpaHuguumucs. Myasvmuniekcrnas amnaugukayus npoo
€ NOMOWbIO NUUPOBAHUS 8ceX IK30H06 eeHa DM D ne eviasuna namonoeuu
(Oynauxayuu u deseyuur).

IIpu o6caedosanuu 60abH020 uepe3 1 200 ommeuanoce Hapacmauue
cnabocmu. KT mbiuy nokazana npoepeccupoganue MoluleHOU ampopuu
6 eepxHeil epynne mbvluiy Oedpa. CekeeHUposanue 6biA8UN0 KOMNAYHO-
eemepozucomuyro mymayuro 6 cene GNE ([p. Cys132Ser] + [p. Val572Leu]).

3akmoyenue. B Hacrosiiiee BpeMsi B JIUTepaType OIMUCHIBAIOTCS
MyTauuu B reHe GNE ¢ pa3linyHON KIMHUYECKOI KapTuHOI. B Hamem
cilyvae y maiueHTa OblIo HECKOJIBKO aTUITMYHBIX CUMITTOMOB: TIPEUMY-
IIeCTBEHHOE MOpakeHNe MPOKCUMATbHOIM IPYIITBI MBILII HUXKHEN KO-
HEYHOCTHU C OTHOCHUTEJILHO JISTKUM MTOpaXXeHUEeM TiepeHeit 6obiebep-
LIOBOI MBIIIIIbI, OTCYTCTBME KOJBIIEBBIX BaKyoJlel IO pe3yibTaTam
OUOIICUU, a TaKKe TUIepTPpOobUs UKPOHOXHBIX MbIIIL. OTCYyTCTBUE
KOJIBLIEBBIX BaKyoJIel IO JaHHBIM OMOIICUU MOXET OBbITh OOYCIOBIECHO
HEeTNPaBWILHBIM BEIOOPOM MBIIIILIBI 1151 6roricuu. CeKBeHUpOBaHUe TeHa
GNE 6b1110 00YCJIOBJICHO XapaKTePHO JIJISI MyTallMy 3TOTO T'eHa KITMHU-
YeCcKOi KapTUHOM, TaKo# Kak moBbieHue coaepxkanust KOK u coxpan-
HOCTb YEThIPEXTJIABOM MBIIIILIBI.
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Ponb MynbmucnupanbHoil KOMNbIOMepHoI
momorpathuu B JUarHocmuke yepukanbHoii
AUCMOHUU

M. M. Cexzeiin Canax, 1.M. baunos, O.I1. Cyxanos
Kagedpa nepsnvix bonesueii u neiipoxupypeuu I'bOY BIIO « Pocmosckuii
eocyoapcmeeHHblii meduyuHckuii ynugepcumem» Murnzopasa Poccuu,
Pocmoe-na-/lony

Beenenue. LlepBukanbHasi quctonust (LIJ1) siasiercss Hambosiee
pacrpocTpaHeHHOI (hOPMOIl TUCTOHUU U XapaKTepHU3yeTcs 2 OCHOB-
HBIMUA CUMITTOMaMU: TIATOJIOTMYECKUM HACHIJIbCTBEHHBIM IBUKEHUEM
¥ TIpUIaHMEM TaTOJOTMYecKOl To3bl TosioBe M Inee. Passutue 111
PE3KO yXyaIaeT Ka4eCTBO KM3HU U CITy>KUT OCHOBHOM TIPUIMHON MHBA-
JIMAM3AUMU U e3aJanTaluu naueHToB. JluarHocTuka 3a001eBaHus
OCHOBaHa Ha pe3yJibratax coopa aHaMHe3a M KIMHUYECKOTO OCMOTpa
manveHTa. B (GopMupoBaHMM HAaCHIBCTBEHHOW YCTAHOBKHW TOJIOBBI
M IIIEW UTPaeT POJib MaTOJOTUIECKOEe HATIPSIKEHUE MBIIIIIL W U TOJI0-
Bbl. B 3aBUCMMOCTH OT MATOJIOTMYECKOTO MOJIOXKEHUSI pa3inyaroT aH-
TEPOKOJIUKC MPU HAKIJIOHE TOJIOBBI BIIEPET, JIATEPOKOJIUKC IMPU HAKIIO-
He TOJIOBBI K TUIEYY, PETPOKOJUKC IMPH HAKJIOHE TOJOBBI Hasal
U TOPTUKOJMKC INMPU MOBOPOTE TosoBbl B cTOpoHy (/1.B. Apremben
u coanT., 2005). Kpome 3Toro, y nauMeHTOB HEPEAKO MMEET MECTO
KOMOWHMPOBAaHHOE CMEIeHHEe TOJIOBBI U IIeH (CaruTTaibHOe U JlaTe-
pasibHoe). I[Tpu LI/ HaGomaeTcst CoKpalleHue v MBI -aHTOTOHUCTOB,
MPY 3TOM CO3[AeTCs BIieYaTIeHUe B3aUMHON GOPBHOBI MBIIIIL € 2 CTO-
POH, YTO TIPUBOIUT K TOSIBJICHWIO TpeMOpa TOJOBBI U 3aTPYAHSET
orpeneieHue BOBJIEUYEHHBIX HAMpPSDKEHHBIX MBI, B Hacrosiee
BpeMsT HanboJiee pacrpocTpaHeHHbIM MeTonoM JedeHust L1 octaeTcst
WHBEKIUS OOTYJIMHIUYECKOTO TOKCHHA TUTIA A B HAIPSIKEHHBIE MBIIII-
11bl. YCIELIHOCTh 3TOr0 METO/a JeUEeHUs ONpeesieTcsl MPaBUIbHbIM
BBIOOPOM MBI JIJISI MHBEKLMI W J03Bl Mperapara. 3aTpyaHeHue
BO3HUKAET MPU KOMOMHUPOBAHHBIX (hopMax 3a00IeBaHUSI.

Ienb uccienoBanus — orpeesieHre poiau MyJsrucnupaibHoit KT
(MCKT) B pexxume 3D B nuarHoctuke LIJI.

Marepuassl 1 MeToabl. Ha cTaiimoHapHOM JIeYeHUY U HaOTIONeHUT
Ha 6aze oTneseHust HeBposiorud PoctT’MY Haxonuioch 15 maiyueHToB
(13 Hux 12 xeHwmH) ¢ auarHozom LI B Bo3dpacte ot 25 no 51 roga
(B cpenHeM 40 + 3,25 roga). Bcem maimeHTam 110 JieYeHUs! POBOIMIN
MCKT (criupanbhbiii Tomorpad «Brilliance CT 64 slice» (Philips Medical
Systems) B pexume 3D 1jis1 ornpeiesieHUsI COCTOSIHUST HaTlPSIKEHHBIX
MBIIIILI, BOBJIEYeHHBIX 1pu LI, 1 ypoBHsI poTariul rojoBbl U Iieu. Ts-
KecTb TposiBieHni L1/1 olleHUBaIM ¢ TIOMOIIBIO CTAHAAPTU3UPOBAHHOMN
o6autbHOM miKabl Toronto Western Spasmodic Torticollis Rating Scale
(TWSTRS) o 1 nocie neyeHus. Bcem nauveHTam npoBoIWIIY JeUeHUE
BBeJICHUEM OOTYJIMHMYECKOTIO TOKCHMHA TUIa A (KCEOMMH) B BOBJIEUEH-
HbI€ MBIIIIIBI.

PesynbTaTbl. Y BceX MAlIMEHTOB aHAJTM3UPYEMOI TPYIIIIBI YIAIOCh
onpeneauts ¢ momouibio MCKT HanpsikeHHbIe MbIIIIBI. OlleHKa co-
CTOSIHMSI MBIIIIL TPOBOIMIACH KaK HAa CATUTTAJIbHBIX, TAK U Ha TOPU-
30HTATBHBIX cpe3ax. JMcToHnvecKkass MycKyjgatypa UMeeT OOJBbIINiA
00bEM 10 CPABHEHUIO C OJHOMMEHHOM MBIIILEH C APYroil CTOPOHBI,
MpY [UTUTETLHOM COKpAaIlleHWH MBbIIIIa 6ojee 3akpyrieHa. Kpome Be-
pubUKaIUY HATIPSDKEHHBIX MBIIIIL, HAM yIaJ0Ch ONPEIeUTh YPOBEHD
pOTAIMy TOJIOBHI TI0 HAMPABJICHUIO POTAIINY IICHBIX TO3BOHKOB OT-
HOCHUTEJIbHO HVIKHEH YeJIOCTH Ha TOPU30HTAJIBHBIX cpe3ax. MaeHTH-

ukauus HanpskeHHbIX MbliL ¢ nomoluiblo MCKT B pexume 3D
Mo3Bosiviia yaydymuTh 3¢G@exT 00TYJIMHOTEpaNun Y JaHHON TPYIIIbI
MaleHTOB.

3akmouenne. MCKT treitHoro otnena ripu LIJI B messix onpee-
JICHWST YPOBHSI POTALIMK TOJIOBBI U IIeW W BepUbUKAIIMU HATIPSIKEH-
HBIX MBIIIII, BEITIOJTHEHHAST 10 MTPOBEICHUSI MHBEKIINI OOTYIMHIYEC-
KOTO TOKCHMHA TUIMa A, SIBJIsSETCS BaXKHBIM 3TarloM TUATHOCTHKH
M CIIOCOOCTBYET YJIYUYIICHUIO KauyecTBa JIeUeHUs AllMEeHTOB TaHHOM!

KaTeropuu.

Macku muothacuuanbHoro cuHgpoma
B JIOP-KNUHUKE

M.B. Tapnos, E.B. I'npos, C.TI'. Pomanenko, 3.0. 3aoeBa
Mockoeckuii HayuHo-npaKmuyeckuil yeHmp omopuHOAAPUH20A02UU
um. JI. U. Ceepoicesckoeo Jlenapmamenma 3opasooxpanenus e. Mockewl,
Mockea

Beenenne. Hepeako Bpaun-0TOPUHOJIAPUHTOJIOTY HE OOHAPYK1Ba-
IOT MaTOJIOTMM CO CTOPOHBI JIOP-OPTaHOB y TMAILMEHTOB C Xalobamu
Ha 60J1 B 00J1aCTH yXxa, ropJia, Hoca U MPUIATOYHBIX Ma3yX Hoca.

Ieab uccaenoBanHusi — orpeneeHrue poju MuobacuaaIbHbIX (e-
HOMEHOB IMePUKPAHUATBHOM MYCKYJIaTyphl B reHe3¢ 00IeBbIX CUHIPOMOB
JIOP-OPraHoB.

Marepuansl U MeToabl. B MOCKOBCKOM HayYHO-IPAKTHYECKOM
HeHTpe oropuHosiaprHrosiornu B 2012—2013 rr. o6cnenoBaHo 227 mamu-
€HTOB C XaJlo0amMu Ha 00JIM B 00JIACTH T'OJIOBBI U 1LIEU, Y KOTOPbIX HE Obl-
JIO BBISIBJIEHO MATOJIOTUH CO CTOPOHBI JIOp-0praHoB. OCHOBHOE BHUMa-
HHME YAeTSUIOCHh JeTalM3allid aHaMHe3a M IMOAPOOHOMY OIMCAHHIO
XapakTepa, JJOKaJIM3aluKi U UPpaauauy 601, a TAKXKe [UTUTeTbHOCTH
601eBOTO CMHIpOMa. Becem marrieHTaM poBOAMIOCH HEBPOJIOTUIECKOE
HCClIeIoBaHue, MATbITATOPHOE MCCIeI0BAaHNE MBIIIIL IIIeW, HaIIUICYHiA,
JKeBATEJIbHOM MYCKYJIATyphl, BHCOYHO-HIKHEYETIOCTHBIX CYCTaBOB,
0 MOKa3aHWsIM — PeHTreHorpadusi MeiHOro oTaesia MO3BOHOYHUKA,
MPT ronoBHoOro mosra.

Pesynsratbl. Y 62 % GOJBHBIX B COOTBETCTBUU CO CTAHAAPTHBIMK
KpUTEPUSIMU ObUTH TUATHOCTUPOBAHBI HEBPAJITUY KPAHUATBHBIX HEPBOB,
pasNuJYHble BapUAHThI MUTPEHM, TOJIOBHOW OOJM HATIPSDKEHUST W JIp.
B ocranbhbix 38 % ciydaeB NMpULETbHOE MCCIEAOBAHUE MBILILL IIEH
1 XKeBaTeJIbHON MYCKYJIaTyphl TTO3BOJIMIIO BBISIBUTH TPUTTEPHBIE TOYKH,
BBI3BIBAIOIIKE 6OJIEBYIO MPpaTUalnio: B yxo — 44 (19 %), obnactb Bepx-
HeYeTIOCTHBIX ma3yx — 7 (3 %), obmactb J0OHBIX mazyx — 13 (6 %),
ropiio — 16 (7 %), o61acTb COCLIEBUIHOTO OTPOCTKA — 5 (2 %), CIUHKY
Hoca —2 (1 %).

3akmoyenne. MuodaciuaibHble CAHIAPOMBI IIIEHHOTO U KpaHUATb-
HOTO YPOBHEI BBI3BIBAIOT OOJIM B 00JIACTH JIWIIA U IIeW, UMUTUPYS 3200-
JIEBaHUSI JIOP-OPraHOB, YTO TUKTYeT HEOOXOIMMOCTh TECHOTO B3aMMOIEH -
CTBMSI Bpaueil pasIMYHBIX CHEIMATBHOCTEl — OTOPMHOJIAPWHIOJIOTOB,

HEBPOJIOTOB U YETIOCTHO-JIULEBBIX XUPYPIOB.
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JluHamuKa aneKkmpomuorpatuyecKux
noxasameneii y nemeii ¢ mpasMamu4ecKumu
Heiiponamusmu B BOCCMaHOBUMENbHOM
nepuope

E.P. ®anackosa, O.®D. ITonosa, E.C. ITonosa
DI'BY «Poccuiickuil Hay4yHblil yeHmp MeOUUUHCKOU peadurumayuu
u Kypopmonoeuu» Munzdpasa Poccuu;

T'BY3 «/lemckas eopodckas kaunuueckas 6oavruya I'Kb No 13
um. H.D. Puramosa», Mockea

Beenenue. B crpykrype 3a60neBaHuit [THC TpaBMbl KOHEYHOCTEM
¢ MOBpEXIeHUEM Teprdepruueckux HepBoB cocTaBiistioT 17—35 %. Tpo-
GyieMa METUIIMHCKOW peadWJIMTAIINK JIETei ¢ MOCTTpaBMATUIeCKUMU
HeWponaTUsIMyA BEPXHUX KOHEYHOCTEH B CBSI3U C HECTOMKOCTBIO PE3yJib-
TATOB JIEYEHHUsI, OTCYTCTBUEM IIPEEMCTBEHHOCTU DPeabUIUTAIIMOHHBIX
MEpPOIPUATHI ¥ BBICOKOW YacTOTOWM WHBaTumu3auuu (6oinee 60 %
OT OOIIIEero YMcJia TPaBM) aKTyaJlbHa 10 HACTOSIIIIETO BpeMeHU. TpaBMbl
HEPBHBIX CTBOJIOB KOHEYHOCTEH B OOJIBITMHCTBE CIydaeB TPEOYIOT UK -
TEJIBHOTO KOMIUIEKCHOTO JICYEHMS.

Ileab uccaenoBaHusi — U3y9eHUE COCTOSTHUSI HEPBHO-MBIIIIEYHOTO
armapara y JieTeil ¢ TpaBMaTUIeCKMMM HeponaTusMi B BOCCTAHOBHU-
TEJILHOM TIepUoIe.

Marepuainsl 1 Metoabl. [Ton HabmoneHMEM HAXOAMIUCH 25 neTeit
C TpaBMaTUYECKUMU HeliponaTusiMy KOHEUHOCTe# B Bo3pacte S—10 jet.
JIBUTaTEIbHBIE PACCTPOMCTBA Y BCEX HAOIIOMAEMBIX XapaKTePU30BATHChH
rnepudeprnIecKUMH Mape3aMu, paclpoCcTPaHEHHOCTh KOTOPBIX ObLia
00yCJIOBJICHa YPOBHEM ITOpaXXeHus HepBa. Hapsimy ¢ nBUTaTeIbHBIMU
HapylmeHUIMH Y 65 % GOIbHBIX HAOTIONATUCH PA3IMYHbIE YyBCTBUTE b~
Hble paccTpoiicTBa. [1st olleHKN (DYyHKIIMOHALHOTO COCTOSTHVSI HEPBHO-
MBIIIEYHOTO armapara WMCIOJb30BalM METOA CYMMapHOW W CTHU-
MyJsiuMoHHoi OMI ¢ perucrpanueit Ha nmpudope VikingSelect (Nicolet,
CIIA). UccrnenoBaau 6M0O3JEKTPUUECKYIO aKTUBHOCTh MBIIIIIL B TTIOKOE
M TIPY MaKCUMaJIbHOM MBIILIEYHOM COKPAIIEHUH C TTPOBEICHUEM TYPHO-
aMIUIUTYIHOTO aHajiu3a, CKOpOCTb TpoBeneHus umirysibca (CITH)
10 HepBaM MOPaKeHHOM 1 3lI0POBOI CTOPOHBI C OTpee/IeHUEM TUCTab-
HOM JIATeHTHOCTH, aMIUIUTY/IbI ¥ [UTUTEJILHOCTH TIOTeHIIMa a M-oTBeTa.
DMT -uccitenoBaHKe ¢ UCTOTb30BAHUEM HAKOKHBIX AJIEKTPOIOB IPOBE-
NEHO 25 AeTsIM JI0 M TIocjie Kypca BOCCTAHOBUTEIBHOTO JICYCHMS.

KomrutekcHOe BOCCTaHOBUTEJBHOE JIeYeHUE C UCITOTb30BaAHUEM
dusndeckux metonoB, maccaxa u JIOK Ha doHe 6Ga3oBoi MenuKa-
MEHTO3HOM Teparnuu CIocoOCTBYeT MPopUIaKTUKe pyolIOBO-CITaey-
HOTO TIpoliecca B HepBe, CTUMYJISILIMK €T0 pereHepalun, COXpaHeHUIO
(GYHKIMY TeHepBUPOBAHHBIX MBIIIII, MAKCUMaJIbHOM KOMIICHCALIMHT
JIBUKEHU.

Pesyasratbl. [Toa BIUsIHUEM MPOBEAESHHOTO JICUCHUS Y BCeX MeTeit
C MOCTTPaBMaTMYECKMMU HEWPOIATUSIMU OTMEUalTi YBeJTMUeHE 00beMa
AKTUBHBIX JBMKCHWI B CycTaBaX MOPaXeHHBIX KOHEYHOCTEH, CHIIBI
MBIIIIL X YTy4IlIeHUe YyBCTBUTEIBHBIX PACCTPOWCTB B 30HE MHHEPBAIIUU
HepBoB. [lo pesynbratam DMI-uccienoBaHus y OOJBIIMHCTBA JeTei
OTMETHJIU YBEJTMUEHUE KOJMYECTBA TYPHOB B | ¢, MTOBBIIIIEHUE aMIUTUTY-
IIbI KaXI0ro TypHa Ha 25—30 % c coxpaHeHHeM acUMMETPHM CTOPOH;
yBeJinyeHre aMruintyasl M-otBeta Ha 70—80 %, CHYKEHUE AUCTATbHOM
JIATEHTHOCTU M [UTMTEJILHOCTHU IMOTeHIMana M-0TBeTa 10 MOTOPHBIM
BoJIokHaM. M3meHeHust KIMHMKO-DMI -1okaszaTesieil onpenessiich

XapaKTepoM IMOBPEXIeHUsI HEPBOB, 00bEMOM MOCIEAYIOILETO OTNlepaTUB-
HOTO JIEYeHUSs], HAJIMYMEM COITYTCTBYIOLIEH COMaTUYECKOIl MaToJI0ruu
(TUPEOUINT, caxapHblil 1UabeT, MeTadoJMUYecKrue HapylieHus W Ip.)
1 BBITIOJTHEHUEM POIUTEIISIMU IJIaHA PeaOuIUTAIUN.

3akimouenne. JlnHaMmuuyeckoe uccienoBanre DMI-mokasareeit
SBJISIETCS OOBEKTUBHBIM METOIOM OLIEHKU JIJISl OTPEesIEHUS LIEIeCo0-
O6paszHoCT U 3Gh(HEKTUBHOCTU KOMILUIEKCHOTO BOCCTaHOBMTEIBHOTO
JIeYeHUSs IeTeil ¢ TpaBMaMy KOHEYHOCTEM.

RnuHuKo-reHemuyeckuil ananus
AauctepnuHonamuu B ceMbAX U3 ropHbiX
paiioHoB [larecmana

B.II1. ®enoros!, 3.P. Ymaxanosa?, I1.T. Axmenosa?,
P.M. Maromenosa?, O.I1. Pekkosa®, A.T'. Yorosaa3ze®,
I'.J. Janraros?, A.B. IToaskos?, A.A. Micaes*, P.B. /Iees*

' BY3 BO «Boponescckas obaacmuas kaunuveckas 60avHuya No I»;
2kagpedpa neeponocuu PIIK u I111C Jlacecmarckoii eocyoapcmeentoil
Mmeduyunckoi akademuu, Maxaukana;

I Medurxo-eenemuueckuii Hayunoiii yenmp, Mockea;
*Uncmumym cmeonoewix kaemok uenogexka, Mockea

BBenenue. I10SICHO-KOHEUHOCTHBIE MbILIEYHbIE AUCTPODUN
(IMKM/I) — oO1uvpHas rpyrmna HacjaeICTBEHHbIX MbIIIEYHbIX 3200J1eBa-
HMIA, XapaKTepr3yIOLIUXCsl BEIPAXKEHHBIM KITMHUYECKUM TIOTMMOP(U3-
MOM U 3HAUUTEJIbHOI reHeTHYeCKOol rereporeHHOCTbI0. K HacTosiemy
BpeMeHU onucaHo 6osee 40 JOKycoB, mist 37 U3 KOTOPBIX UAEHTU(DU-
LIMPOBAHbI T€HbI, MyTallMU B KOTOPBIX OTBETCTBEHHBI 32 Pa3BUTUE Mbl-
weyHbIx auctpoduit. K penkum Baprantam [TKM/I 2-ro tuna oTHOCST-
ca auchepanHonatun (yactora 1:200000) co cneunduryecKkum
MaTTePHOM KJIMHUYECKOTO TeuyeHMs. BHyTpUCeMeHbIi KIMHUYeCKUit
roMMopdu3M ObUT OTMEUEH B OOJIBIION 6-ITOKOJIEHHOM aBapCKOM CeMbe
u3 Jlarecrana, ucciaenoBaHHoi rpynnoit HUW Hesposnoruu (Mocksa)
B 1996 ., u3 12 GonbHBIX KoTOpoii ¥ 9 66Utk TiposiBienust [IKM/I 2B
Tumna, ay 3 — muonaruu Muouu. [eH ayrocomHo-peneccuBHoit [TKM/I,
BbISIBJIEHHOl B IAaHHOM ceMbe ObLI KapTUPOBAH B JIOKYCE XPOMOCOMBI
2p13. B nocnenytomem JHK-aHanusze y Bcex O0JbHBIX B 9TON CeMbe
Obl1a OOHapyXeHa oJHa M Ta e Myrauusi B reHe DYSF ¢ 3aMeHoii p.
Val67Asp, 4TO CBUIETEIBCTBYET O AMHOI MOJIEKYJISIPHO-TeHETUIEeCKOM
npupoze 2 dopm nuchepnrHonaruu (C.H. MinapuoiukuH u ap., 2000).

Ieab paGoThl — M3YYUTh AMHAMUKY KIIMHUYECKOW KApTUHBI U yCTa-
HOBUTb (DEHOTEHOTUITMYECKUE KOPPEJISILIMU Y OOJbHBIX C BapMaHTaMU
nucheparHonaTuy B ceMbsiX TopHoro JlarectaHa.

Marepuassl 4 MeTobl. B xone HayuHoI akcnienuuuu B PecryGinky
[HarectaH (opranu3aTop — MHCTUTYT CTBOJIOBBIX KJIETOK UY€JI0BEKA) HAMU
ObUTM 00CIe10BaHbI 42 YyesioBeKa ¢ HaCIeICTBEHHBIMU HEPBHO-MBbILLIEY -
HBIMU 3200JIeBAaHUSIMU — OOJIBHBIE U UX POJCTBEHHUKHU C TIOJ03PEHUEM
Ha [MKMJI 2B. B xoxme wuccienoBaHUs TNPUMEHEHbI KIMHUKO-
reHeaJoruyecKuii aHajim3, HeBPOJIOTMYECKU OCMOTP, OMOXUMUUYECKUI
aHam3 ypoBHst KOK kpou, DHMI 1 MPT MbIIII HIZKHUX KOHEYHO-
creit. O6pasibl JJHK 601bHBIX MccenoBaHbl Ha IIMPOKUI CIIEKTP MY-
TalMii Kay3aTUBHbIX reHOB. B 1 cityyae Beinosnnsiim UI'X-uccnenosanue
APXMBHBIX OMOTTATOB MBIIIIII.

Pesyasratsl. [Tyrem cekBeHupoBanus oopasuos JHK y 11 601bHBIX
u3 7 ceMeil, poJloM 13 OIHOTO TOPHOTO ceJia (9 My>KUMH U 2 KEHILIMHbI)
C BbIpaXX€HHbBIMU MPU3HAKAMU ITPOTPECCUPYIOLIEI MBIILIEYHON AUCTPO-
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¢uu OblIa yCTAaHOBJIEHA OJTHA U Ta XK€ MyTallusl B 9K30He 3 reHa aucdep-
suHa (DYSF) c. 573—574 TG>AT B roMO3UTrOTHOM COCTOSIHUM € 3aMEHOM
p. Val67Asp (BaMHa Ha acrapariH) B TOJTHMIENITUIHON LIeToYKe. DT
MalMeHThbl COCTABUJIU TPYIIY ¢ AuchepamHonaTreit cpeay Bcex odcie-
JIOBAaHHbIX B XO/I€ SKCIIEANIIUU.

CpenHuii Bo3pact 60JbHBIX cocTaBua 35,0 (22—62) rona. CpemaHuii
BO3pacT Je0loTa CMMIITOMOB IMPUXOAWICS Ha IMOIPOCTKOBBINA TEpUO.
u coctaBu 17,9 (15—19 ropa). [peniuecTBytolunii Ae00TY MEPUOL Y BCEX
OOJIHBIX XapaKTepU30BaJICSI HOPMaIbHBIM (DU3UUYECKUM Da3BUTUEM,
YCIEUIHBIM 3aHSTUEM CIOPTOM, 3 MalMEHTa MPU3bIBATUCH Ha CIIyKOYy
B apMuIo. Y Bcex 00JIbHBIX 3200J1eBaHe MaHU(PECTUPOBAIIO C TOPAKEHUS
MBILIILL HOT, HAPYILIEHUSI TTOXOKH U3-3a CJIaboCcTh B Horax: y 7 u3 11 60oJib-
HBIX C 3aTPYIHEHUS CTOSITh U XOIUTb Ha HOCKAX, Y 4 — O cJ1ab0CTU MBILLILL
Ta300eIPEHHOTO Mosica (3aTPyIHEHUS MPY MOIbEME U3 IITYOOKOT0 npuce-
JlaHWs); TIOXOJKa CTAaHOBMJIACh «yTMHOW». B rocieayiolieM Hapacraia
¢J1ab0CTh ¥ OTMevasiach aTpodusi UKPOHOXHBIX MblLIL. Yepes3 7—10 et
B aTOJIOTMYECKUIA TIPOLIECC BOBJIEKAIMCH MBILILbI MTPEATUICUHIA, a 3aTEM
MPOKCUMAJIbHBIX CErMEHTOB IUIEYEBOro mnosica. BosbHbIE yTpaunBaiu
BO3MOXKHOCTb CAMOCTOSITEJIbHOI X0b0bI uepe3 18—23 roma mocJie nediora.
CrienryetT OTMETUTb BeCbMa MOJIMMOPGhHYIO U 3BOIOLIMOHUPYIOLLLYIO C Te-
YeHMeM KIMHUKY. Tak, y | U3 o6cienoBaHHbIX HaMU OOJIBHBIX (26 JieT)
O0OHAPYXWITUCH XapaKTepHbIe CUMITTOMBI TUCTATbHON MUOMATHKH MUoIn
C Mape3oM U arpodueil MKPOHOXKHBIX MBILILL U JIETKOI CJ1a00CThIO 3aIHEN
TPYIIIbI MbILILL Oelep MPU COXPaHHOCTM MBbILILL TUIeYeBoro rnosica. Ero
crapiuii Opart, 42 JeT, ¢ pacliegHeHHbIM B Bo3pacTe 22 JIeT IUCTaJIbHbIM
BapuaHTOM (Muonatyst MUOIIN), B HACTOSIIIIEe BpeMsI Hapsiy ¢ aTpodueit
¥ TIape3aMy MKPOHOXHBIX MBI U (JIEKCOPHBIX MBIIIL TPeaTUIeUnit
MMeeT YMEePEHHYIO CJIa00CTb 3aHel IPYIIbl MBILIL Oenep 1 aTpoduio
NIBYTJIaBbIX MbILILL TUieya (B Bo3pacte 20—25 jieT aKTMBHO 3aHUMAJICS
BOJIbHOI 60pB00it). [IBoe Apyrux 60abHBIX B Bo3pacte 60 1 62 1eT B nebro-
Te UMEJIM CUMITTOMBbI BSJIOM TETpArieru ¢ BOBJICUEHUEM ITPOKCUMAIbHBIX
W IUCTATTBHBIX CETMEHTOB PYK U HOT («KOJISICOYHBIE» OOJTbHbIE, aKTUBHBIE
NBUKEHUMS] KOTOPBIX OTPaHMUYMBAIOTCS 1LIEBEJIEHUEM TajblieB KUCTEN
U CTOI) C UHTAKTHOM KpaHUAJIbHOM U MUMUYECKOI MYCKYJIaTypOIA.

Tlpu uccienoBaHUU HEBPOJOTUYECKOTO CTaTyca y BCeX OOJIbHBIX
OTMEUYEHbl CHMMIITOMBI BSIJIOrO Maparnape3a M aTtpo(uil MBI HOT:
Y BCEX — MKPOHOXHbBIE MBIIILbI U MBILILBI Oeapa, u3 11y 7 nopaxeHa
rnepoHeasbHas rpyrma ML, Y 8§ — npearnieubs (M30upaTesbHo rnopa-
SKeHBI MBIIIIBI TIPEUMYIIECTBEHHO MEIMATbHOW TPYIITBI (hJIEKCOPOB),
MBIIIIIBI TJICYEBOTO Tosica — y 6 OOJBHBIX. Y 00CIeNOBAaHHBIX OTMEUSH
BbIcOKMIT ypoBeHb KDK B chiBopoTKe — 2000—11800 En/n (B 10—60 pa3
BBILLIE HOPMbI), KOTOPbII MMeJ 0OpaTHYIO KOPPEJISILUIO C BO3PACTOM
0O0JIBHOTO U JUIUTEIbHOCTBIO 3a00JeBaHust. DHMI nokasana HopMasb-
Hele CITU no BceM HepBaM pyK M HOT. CIIOHTaHHOUW aKTMBHOCTU Mbl-
IIEYHBIX BOJOKOH He 3adukcupoBaHo. Peructpuposanuch [TIE npeu-
MYIIECTBEHHO YKOPOYEHHOU JJIMTEJbHOCTH, YBEJIUYEHHOE YMCIO
nojuda3HbIX MOTEHLUMUAJIOB CO CPEIHE aMIUIMTYIO B Mpejaeaax Bo3-
PacTHOI HOPMBI B COXPAHEHHBIX MBIIIIIAX.

Y 2 6onbHBIX B Bo3pacte 28 u 30 sieT ¢ Mmuonarueit Muouu npose-
neHa MPT Mbliii Hor Y 000uX ycTaHOBJIEHBI aTpohUIeCKUe U3MEHEHUST
MPEUMYIIECTBEHHO B MEIMATBHBIX FOJIOBKAX MKPOHOXKHBIX MBIIIIII C 3a-
MELLEHUEM >XMPOBOW KJIETYaTKOM, B MEHbILUEW CTENeHU MepeaHux,
OoJiblie OEPLIOBBIX U 3aJHEN IPYIIbl MbILILL Oeep.

Tpeacrapnsier uHTepec ciydyait 20-1€THOro NauKMeHTa, y KoToporo
BO BpeMsl CJIy>KObl B apMUM Ha (hOHE TTOJOCTPO Pa3BUBILETOCS MPOKCU-
MaJIbHOTO Tapariapes3a HOr' B roCuTaje MpoBeaeHa OMOMCHUS MbIILILIbI

6enpa. Hapsimy ¢ HeKpOTM3MPOBAaHHBIMH MBIIIIEYHBIMU BOJIOKHAMMU BbI-
siBJIeHA TUM(OLIMTAPHO-TUCTUOLUTAPHAST MHOUIIBTPAIUS KaK MbIIIeY-
HOTO, TaK ¥ COeIMHUTETbHO-TKAHHBIX KOMITOHEHTOB, YTO TPAKTOBAJIOChH
KakK TPOSIBICHUE OCTPOTrO MOJMMHO3MTA, ObUT Ha3HaYeH KypC KOPTH-
KOCTEPOMIIHOM Teparuy Ha NpoTsKeHuu 1,5 roga 6e3 yoenuTeabHOro
tepaneBTuyeckoro addexra. [Mpu UIX-uccrenoBanuu (MblleyHas
MaHesib aHTUTe, BKItovyast aHTutena K DYSF) cpe3os ¢ apxuBHOTo 6J10-
Ka BBISBJICHO pe3Koe CHUKEHHEe KOJUYeCcTBa auchepesnH-
MTOJIOKUTETbHBIX MBILIIEYHBIX CTPYKTYP (IO CPABHEHMIO C KOHTPOJIEM),
YTO Hapsily ¢ TEHOTUITMPOBAHUEM TO3BOJIMIO OTCPOYEHHO YTOUHUTH
TNATHO3.

BaxHo, uTo ynanock 06cienoBaTh 5 OOJbHBIX CTaplIero Bo3pacra
u3 11 reHotunupoBaHHbIX paHee (20 net Hazan rpynnoii C.H. WMinapu-
OlIKMHA). Y 2 U3 HUX ObLI BBISIBJIEH MPOKCUMAaJIbHBIN MATTepH Mopa-
SKEHMsI MBIIIILL Ta300€APEHHOTO U TICYEBOTO MOSICOB, ellle Y 2 — TUCTallb-
HBIA BapvaHT IO TUIy MuomaTum Muomu. OIWH TauueHT
C YCTAaHOBJICHHBIM TOMO3MTOTHBIM COCTOSTHEM 10 MYTAllUK HAOJTIO1aI-
cs B AMHAMUKe B Bo3pacTe oT 7 10 11 jieT 6e3 KIMHUYECKUX MPOsiBICHU I
MUOTIATUH, HO MMeJ 3-KpaTHoe moBbieHre ypoBHs KDK chiBopoTKm
(580 En/n) n «MronaTUIeCKUii» MaTTepH U3MeHEeHH I uroapuatoit OMT
MBIIIIII.

3akmoyenue. B cBsi3u ¢ BIpaxkeHHBIM KIMHAYECKUM MTOJTMMOPDOU3-
MOM nuchepINHONATUI, HU3KOW pacpOCTPAaHEHHOCTBIO B MTOMYJISILIMKA
ux muddepeHIMaTbHasT TMarHOCTHKA M HACTIEICTBEHHBIX MOTOPHO-CEH-
COPHBIX HEWPOTIaTHii, TOJTMMUO3KTA, a TAKXKe IPYruX hopM HaCIEeACT-
BEHHBIX MHUONATUI Mpexae Bcero B neOoTHO ¢ase 3aboseBaHUS
U OCOOEHHO B CITOPAIMYECKHUX CIIy4asiX COCTaBIISIET TPYIHYIO 3amady
IUTSI Bpada-HeBpoJiora. BeipaboTKa YeTKUX AMarHOCTUYECKUX KPUTEPHEB
00eCTIeYUT MPABWIbHBI BBIOOP TAKTUKH BeleHUST 0OJTbHOTO U OTITUMU-
3UpyeT OTOOP MOJIEKYIsIpHO-TeHeThueckuXx 1 MI'X-MeTonoB mis Bepu-
(bukanmy qMarHo3a M reHeTUYEeCKOTO IIPOTHO3a B CEMBbSIX.

MuodacuuanbHblii 6oneBoil CUHAPOM
y hayueHmos ¢ CUHAPOMOM Aucnnasuu
coeiUHUMenbHoll MKaHu

J.X. Xaiioyamna

Kazanckas eocyoapcmeennas MeOUyuHcKas akademus

Beenenne. MuodacuuanbHblii 6oseBoit cunapom (MBC) sBisiercst
OJIHUM M3 Haubosiee pacrnpoCTPAaHEHHBIX XPOHUYECKUX COCTOSHUIA
U LIMPOKO PacrpocTpaHeH B pa3BUTHIX cTpaHax. Hempekpaiuaomuiics
MHTEepeC K HaHHOM mpobjieme, BEPOSITHO, CBSA3aH C TaKMMU Hema-
JIOBRXKHBIMM aCTeKTaMM, KaK BbIPaXXEHHBI 001€BOIl CUHIAPOM, TMOTeps
TPYILOCIMOCOOHOCTU, JOPOrOCTOSsILIEE U IMPOAOJIKUTENBHOE JIeYeHUeE,
YXYIIIEeHUE KauecTBa XU3HU. [IpuMeHsieMble ke Ha CEeroAHSIHUI 1eHb
Metobl JeuyeHuss MBC He Bcerna addexrupHbl. CKazaHHOE HABOIUT
Ha MBbICJIb, UTO CYLIECTBYIOT ONpPEeAeIeHHbIE MPUYMHBI, KOTOPBIE HE T0-
3BOJISIIOT JOOUTHCS JUTUTENIbHBIX PEMUCCUI Y IaHHOM KaTeropuu 60b-
HbIX. OIHOM M3 TaKUX MPUYMH, IO MHEHUIO psijia UccienoBarTeseit, -
JisieTcst AMcIuiasust coeauHuTenbHoi Tkanu (JCT).

Ilenb uccaenoBanus — 3y4yeHUE YACTOThI BCTpeuaeMocTu (heHOTH -
nuyeckux npusHakos JACT cpenu nauuenros ¢ MBC.

Matepuajbl U MeTOIbI. B 1LI€JI51X BbISIBICHUS YaCTOThl BCTpeyae-
moctu npusHakoB JICT cpeau 6oibHbIX ¢ MBC Hamu ObU10 06Cae10-
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BaHO 298 maiueHTOB B Bo3pacte oT 18 g0 60 jeT. BceM mauueHTam
MPOBeIeHbI CTAHIAPTHOE HEBPOJOTUYECKOE U BEPTEOPOHEBPOJIOTHYE-
CKOe, KITMHUYECKOe 00CIe0BaHNE, TOMOJHUTEIbHbIC UCCIeI0BAHUS
10 TIOKA3aHUsIM, KOHCYJIBTAIlUU Y3KUX CIIeIUaTUCTOB. DeHOTHITUPO-
BaHue nipu3HakoB JICT npoBoauiu ¢ ucroab3oBaHueM Tadaui « Kpu-
TEPUU CTETICHU BBIPAKEHHOCTH TUCIIA3MU COCTMHUTETbHOM TKaHW»
(o T.}O. CmosibHOBOI) 1 «JInarHocTuyeckuii KoaGuuUMeHT u Koabh-
bunreHT WHOOPMATUBHOCTU TMPU3HAKOB COCAMHUTEIBHOM TKaHU
U MaJsibIX aHoMasuii pa3Butust» (no T.W. KagypuHoii). Buoxumuueckoe
HccieoBaHue KPOBY BKITIOUAJIO OTIpeNie/IeHUe YPOBHSI OCTEOKATbIIMHA,
C-KOHIIEBOTO TEJIOIENTHAA, IEJ0YHON hocdarta3bl U TapTpaTpe3u-
CTEHTHOI KuCIoi pocdarasbl.

Pesynbratel. Bcero Obuto o6cnenoBaHo 230 GonbHbIX ¢ MBC.
W3 Hux 126 (54,7 %) maumeHToB (62 MYXXIUHBI ¥ 64 XXEHIIMHBI) UMEJTH
cnenytoue ripusHaku JJCT.

OnopHO-IBUTATEILHBIN armapar: CUHIPOM TMIIEPMOOMIBLHOCTH
cyctaBoB — B 78 (61,9 %) ciyuasix, iiockocrornue — B 98 (77,8 %), ne-
dopMaLmu mo3BoHoyHMKa — B 126 (100 %).

CepievHO-cocynucTasi cicTeMa: MpoJiaric MUTPATBHOTO KilaraHa —
y 78 (61,9 %) manmeHTOB, aKTONMYecKast xopna — y 36 (28,6 %), byHKIM-
OHaJIbHbIE IIYMBI — Y 56 (44,4 %), N3BUTOCTH 9KCTpa- U MHTPaKpaHUAb-
HBIX apTepuii (10 JaHHBIM TOTIOTHUTETbHBIX METONIOB MCCIIEIOBAHMST) — Y 62
(49,2 %), BaprKo3Hoe pacimpeHue BeH —y 79 (62,7 %).

HepsHas cuctema: necopMUpPYIOIIUI CIOHIWIE3 U CIIOHAUIOAP-
TPO3 IMArHOCTUPOBAH y BCEX MAIIMEHTOB, TPHDKU MEXITO3BOHKOBBIX
IUCKOB — y 58 (46,0 %), ronoBokpyxeHust — y 43 (34,1 %), ronoBHast
6071b HanpspkeHust — y 88 (69,8 %), cunapoM audby3HON MBIIIEUYHON
runotoHuu — y 88 (69,8 %).

ZKerymouyHO-KHUIIEeYHbI TPaKT: TyONeHOTaCTPAIbHBIN pedITIoKC
nuarHoctupoBaH y 10 (7,9 %) manueHTOB, XOJELUCTUThI TM0O TUCKMU-
HE3MU KeTUYEBbIBOMIIINX IMyTeil Ha (hoHe aHOMaTMIA Pa3BUTHSI WJIH TIe-
pernboB keauHoro my3bipst — y 49 (38,9 %), ractponTosd —y 8 (6,3 %),
XPOHUYECKUI ractpoayoneHuT —y 45 (35,7 %).

MovuernosoBast cucteMa: HedbponTos umMencs y 24 (19,0 %) 601bHbIX,
nuenoakrazuu — y 7 (5,5 %), yaBoeHue cocynoB nouek —y 2 (1,5 %),
TMIIOTOHMUS YalIeYHO-TIOXaHOUHO# cucteMbl —y 12 (9,5 %).

Opranbl 4yBCTB: acturmatusm — y 23 (18,3 %), muonust — y 33
(26,2 %), HeiipoceHcopHast TyroyXocTb — y 16 (12,7 %).

3akmouenue. [IpoBenreHHOE MCCIenOBaHKE MOKA3alo, YTo Oosee
50 % 6onbHbIX ¢ MBC nMeloT henotunmueckue npusnaku JICT. Hau-
6oJTee YacTo BCTpeyaroTest: pa3HooOpa3Hble nedopMaliiy Mo3BOHOYHKKA,
TMIePMOOMIIBHOCTD CYCTaBOB, TUIOCKOCTOIHE, 1e(hOPMUPYIOINI CIIOH-
TAJIE3 U CTIOHAMIOAPTPO3, TU(dy3Hast MbIIIEYHAsI TUTTOTOHMSI, BADUKO3-
HO€ pacillipeHre BeH, pa3HOOOpa3Hast MaToJIOTHsl BHYTPEHHUX OPTaHOB.
Takum obOpazom, Haiaumuue cuHapoma JCT MoOXHO paccMmaTrpuBaTth
Kak (hakrop, criocoocTBytomuit pazputuio MbBC.

TexxHonorus aneKkmpoHeiipoMuorpaduyeckoi
AUArHOCMUKU KOMNPECCUOHHBIX
nNoBpeAeHuil Ny4eBOro Hepsa Ha pasHbIX
YPOBHAX

B.U. Xonynes
Pecnybaukanckuil HayuMHO-nPaKMu4ecKuil yeHmp HegpoaoUU
u Hetipoxupypeuu, Munck, Pecnybauxa beaapyce

Beenenue. JIyueBoii HEpB MOXKET IMOBPEXIATHCH HA Pa3HbIX YPOBHSIX.
Hawubosiee yacTo oH moBpexaaeTcss Ha YpOBHE CIMPAIbHOTO KaHasa,
pexe — Ha ypOBHE BEPXHEl TPeTH MpeaIuieybsi B 00JacTh CylMHaTopa.
OHMI sBisieTcst «30J0ThIM CTAaHAAPTOM» B AMArHOCTUKE IMOBPEXAECHUI
nepudeprnyeckux HepBoB. OIHAKO B OTHOLIEHUM JIy4eBOTO HEPBA UME-
I0TCS OIpe/ieJIeHHbIE TPYAHOCTH, CBSI3aHHBIE C OTCYTCTBUEM MU30JUPO-
BaHHOM MBILIIIBI JJIsT pETUCTPALIM M-0TBeTa, U OTCYTCTBUEM M30JIUPO-
BaHHBIX TOYEK CTUMYJSLUMU JIy4eBOTO HEpBa IpPOKCUMaJbHee
CIUPATBHOTO KaHaa.

Ilea» uccnegoBanusi — paspaborath TexHojoruio DHMI-nua-
THOCTUKM MOBPEXICHU I JTy4eBOro HepBa Ha YpOBHE CITMPAJIbHOTO KaHa-
Jla U CylMHaTopa Ha OCHOBAaHMUM M3ydyeHUs: (hopMUpoBaHUs M-oTBeTa
C 3aJIHE TPYTITBI MBIIIILL IIPEATUICYbs IIPU CTUMYJISILIAY JIyI€BOTO U IPY-
IMX HEPBOB BEPXHE KOHEUHOCTH Y 3I0POBbIX 10OPOBOJIBLEB, Y MallM-
€HTOB C KOMITPECCUOHHO-UIIeMUUyecKoit Heitporatueit (KMH) syyeBo-
ro HepBa Ha YpOBHE CIIMPAJbHOIO KaHaja W CylMHaTopa, a Takxke
C TIOJIHBIM MMOBPEXAECHUEM JIyY€BOTr0 HepBa.

Marepuans u MeTonpl. O6cnenoBano 65 nanuentos ¢ KMH yve-
BOTrO HEpBa Ha YpOBHE CIMpajbHOro KaHaia, 27 — ¢ KMUH nyyesoro
HepBa Ha YpOBHE CyITMHATOPA, 36 — C TIOJTHBIM IMTOBPEKIEHUEM JTy4eBO-
ro HepBa U 34 310poBbIX KA ¢ nomolbio DHMI 1o creuuaibHO
pa3paboTaHHbIM AU3aiiHaM uccienoBaHus. [IpoBoOIUIN CTUMYIISILIMIO
JIy4eBOI0, CPEJAMHHOTO U JIOKTEBOTO HEPBOB Ha Pa3HbIX YPOBHSIX, BKIIIO-
yag IieyeBoe cruieTeHue. M-oTBeTbl pErMCTPUPOBAIN ¢ pa3rudaress
MajblieB W pasrudartesiss yKa3aTeJbHOTO Majbla ¢ MCIOJIb30BAaHUEM
MOBEPXHOCTHBIX 3J1eKTpoa0B. AHau3uposaiu: CITU no HepBy, aMIuIu-
Tyoy W ruiomaab M-oTBeTa, CTerneHb M3MEHEHUS MPOKCUMAIbHOIO
M-0TBeTa M0 OTHOIIEHUIO K AUCTATbHOMY, a TAKXKE TO, KAKOI MTPOLIEHT-
HBIIA BKJIaI BHOCAT M-OTBEeTHl IPU CTUMYJISIIUU CPEIMHHOTO
U JIOKTEBOTO HEPBOB (KaK OTAEJIbHO, TaK M COBMECTHO) B MPOKCHU-
MaJIbHBII M-OTBET, ITOJIYYEHHBII B YCIOBUSIX CTUMYJISILIAY TTOAMBIILIEY -
HOI SIMKY ¥ TOUKU Dpba. Paznnuus Mexay nmokasaTessiMu yCTaHABIIM -
BaJiu 1o kKputepuio MaHHa—YutHu. CraTucTuyeckasi 3HaYMMOCThb
cyuTanach rpu p < 0,05.

Pesynprarpl. [Ipy cTUMyISIUMM JIyyeBOro HepBa B TOuke Dpbda
(mpokcHUMalibHas TOUKa) aMIUTUTYIA U Tutolaab M-0TBETOB ObUIN BbI-
111e, YeM IIPpU CTUMYJISILIMK B 00JIaCTH IIeva (IucTaibHas Touka) Ha 30,6
(18,2/40,2) % (p < 0,001) u Ha 43,3 (36,5/54,4) % (p < 0,001) coot-
BETCTBEHHO. [1py CTUMYJISILIMU OTAEIBHO CPEIMHHOTO HEPBA AMIUIUTY-
Iia v rioniaas M-oteeta coctaswiu 8,8 (7,2/9,9) MB u 30,6 (24,1/35,3)
MB X Mc, oTnenbHO JIokTeBoro HepBa — 3,1 (2,7/3,9) MB 1 6,5 (5,0/8,3)
MB X MC, a COBMECTHO CPEAMHHOIO M JIOKTEBOIO (IOMOJIHUTEIbHAS
Touka) — 9,8 (8,6/11,6) MB u 32,7 (28,2/35,9) MB X Mc, 4TO cocTaBUIO
359 u 32,4; 12,6 1 6,9; 40,0 u 34,6 % COOTBETCTBEHHO OTHOCHUTEJILHO
M-otBeTta ¢ Toukoil Dpba. He ycTaHOBIEHO JHOCTOBEPHbBIX pasInyuuii
Mex1y M-0TBETOM, 3alMCAHHBIM MPU pa3apakeHUU AOMOTHUTETbHOM
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TOYKHU, U OTIEJIBHO CPENMHHOrO HepBa B obsiactu JIoKTS (p = 0,735).
CyMMma riowanaeit IMCTaIbHOTO U JOMOJHUTE]bHOTO M-O0TBETOB
He OTJInyasiach OT mpokcumaibHoro (p = 0,078).

Y MalyeHTOoB ¢ MOJHBIM N30JMPOBAHHBIM ITOBPEKICHUEM JIyIeBOTO
HepBa Ha ypoBHE 1iedya M-0TBET ¢ TUCTALHOM TOUYKYU CTHUMYJISILIUH JTy-
YeBOIo HepBa OTCYTCTBOBAJ, TOTA KaK PErMCTPUPOBATMCH M-OTBEThI MPU
CTUMYJISILIIY JIOKTEBOTO U CPEAMHHOTO HEPBOB B 00JIACTH JIOKTSI, TIieva,
TIOAMBIIIEYHON SIMKU M Touku Dpba. ¥ mauumeHtoB ¢ KMH nydyeBoro
HepBa Ha YPOBHE CIMPATBHOTO KaHalla TaKKe PEernCTpUpoBaIuCch M-
OTBETHI CO BCEX TOUEK CTUMYJISLIMKA. AMITTMTYIA IUCTaTbHOrO M-0TBeTa
Obl1a HUKe HOpMbl (p = 0,001), Torma Kak TUIOIIAAbL HE OTIMYaIach
OT 3HAUY€HUIA B KOHTpoJIbHO rpyme (p = 0,371). [Tno1anb npokcumaib-
Horo M-otseTa ObL1a 1octoBepHO Hike (p < 0,001), a mpu pasapakeHuu
CPEIMHHOTO 1 JIOKTEBOTO HEPBOB HE M3MEHSIIACH ITO CPABHEHUIO C HOP-
Mmoii (p = 0,231, p = 0,365). CI1U, pacurtaHHast 1O JJATEHTHOMY TIEPHOLY
M-oTBeTa Ha IUCTATbHOM «pa3rudarelib MajbleB—HUXKHSISI TPETh TUIeYar,
a TakKe Ha TPOKCUMATTbHOM «HVDKHSISI TPETh TIeda—TouKa Dpba» cer-
MeHTax, Oblj1a B Mpeesax HopMaibHbIX 3HaueHui (p = 0,849, p = 0,733).
He BbIsSIBIEHO pa3auuuii MO JTATEHTHOCTH MPOKCUMAIbHOrO M-OoTBeTa
Mexy manueHTamu ¢ KMH 1 mojtHbBIM MOBpeXIeHUEeM JTy4eBOTro HepBa,
a TakeKe TMIaMK KOHTPOJIbHOM rpymiisl (p = 0,536).

TlonydeHHbBIE pe3yIbTaThl CBUIETEIBCTBYIOT O TOM, YTO JOTTOJHU-
TeJIbHOE YBETMYCHUE aMIUTMTYAbI M IUIOMIAIU TPOKCUMAIBHOTO M-0T-
BeTa MPOMCXOIUT 3a CYET MBILIIL ITPEATIeYbsl, HHHEPBUPYEMBIX CPEIMH-
HBIM HEPBOM, Y OTCYTCTBYET 3HAUMMOE BIIMSTHUE Ha 3TOT MPOLIECC MBIIIIII,
WHHEPBUPYEMBIX JIOKTEBBIM HepBOM. Ha OCHOBaHMM 3THUX JaHHBIX
TpeaIoXeHbl HOBbI Meton DHMI-uccienoBaHust Jy4eBOro HepBa
TPU ero MOBPEXIECHNU Ha YPOBHE CITUPATBHOTO KaHalla ¢ MCIOJb30Ba-
HUEeM CTMMYJISIIUU 3 TOYeK M OpUTMHATIbHasi dopmyna Ui pacyera
0JI0Ka TIPOBEICHMSI 1O JIyUeBOMY HEpBY Ha CEerMeHTe HWXKHSISI TPeTh
rJieya — rjieyeBoe CIUIeTeHUE:

100 — IT,/(IT, + T13) x 100 %,

rne IT, TI,, T, — snayenue amrmTyabl/miomwan M-oteta (MB
/W MB X MC) Tpy CTUMYJISLIMK B 00JIaCTU HAPYKHOM TPAHMIIBI TUTeYa
(aMcTanbHasl TOYKa), MOAMbBILIEYHON SIMKU MM TOUYKU Dpba (MpoKCU-
MaJIbHasi TOYKa) U IOTIOJHUTETBHOM TOUYKM Ha BHYTPEHHE! TOBEPXHOCTH
Jieya COOTBETCTBEHHO. BJIOK TpoBeneHMsI, pacCYMTaHHBIH 11O MTPEIIO-
xeHHo# opmysie y naumeHToB ¢ KMH nyyeBoro HepBa, ObLT BbIpaXKeH-
HBIM: 110 aMIuiTyIe M-otBeta — 55,3 (47,6/62,9) %, no muomianu — 58,9
(47,2/63,9) %.

Awmrntyna M-oTBeTa, 3amicaHHasi ¢ pa3rubaresis yKa3aTeJbHOTO
Majblia, B KOHTPOJILHOM TPYIIIe He OTINYATACh IPU CTUMYJISIIIUY JTyde-
BOT'O HepBa B 00JIACTH MPEAITIedbs (TUCTaTbHAasT) ¥ TUleya (TIPOKCUMaTb-
Hasl TOYKa), HO ObUIA BBIIIE B YCIOBHMSIX CTUMYJISILIMU TJICYEBOTO CILIE-
TeHWUs] B TIOAMBILIIEYHOUW sIMKE W ToukKe Opba, MO CpaBHEHUIO
¢ pasmpakeHHeM B ob0jacTu Iuieva. [Ipu pasmpakeHWd CPearmHHOTO
M JIOKTEBOTO HEPBOB TAKXKe 3apeTrMCTPUPOBaHbI M-OTBETHI, UTO yKa3bIBa-
€T Ha yJacTue TIepeIHei TPYIbI MBIIIL MPEATIeYbsi, ”THHEPBUPYEMBIX
CPEIMHHBIM U JIOKTEBBIM HepBaMHu, B hopMupoBaHMM M-0TBeTa, OT-
BOAMMOTO C pasrubarens ykasartejabHoro naibiia. CITW mno siydueBomy
HEpBY Ha CEerMeHTe «IIpelruieube—Iuiedo» cocrtaBmia 58,8 (53,7/61,6)
M/c, 6bu1a Hike (p < 0,001) 10 OTHOIIEHMIO K CETMEHTY «IUIEY0—TOUYKa
Dpba» — 67,8 (64,1/69,2).

B rpynme ¢ TOTHBIM M30JIMPOBAHHBIM MOBPEXIACHUEM JIyI€BOTO
HepBa BBISIBIEHO OTCYTCTBME M-OTBETOB C TUCTATHHOW ¥ MTPOKCHMATb-
HOW TOYEK CTUMYJISLIMM JydeBoro Hepsa. OIHAKO PErMCTPUPOBAIUCH

M-0TBEThI NIPU pa3aApaKeHUU JOKTEBOTO U CPEIMHHOTO HEPBOB B 00J1a-
CTH JIOKTSI U TIJIeva, MOAMbBILIEYHON BraAuHbl U TouKKu Dpbda. [Tpu KNH
JIy4eBOTO HEpBa Ha YPOBHE CyNMMHATOPa OTMEYAIOCh BbIPAXKEHHOE CHU-
JKeHUE aMILTUTYIbl M -0TBeTa P CTUMYJISILIMKA TIPOKCUMAIbHOM TOUYKHU
(p < 0,001). DTO CBUAETENBCTBOBAIO O HAIMYMU OJIOKA MPOBEICHUS
MEXJTy TUCTATLHOM M TIPOKCUMATbHOM TOYKAMU CTUMYJISILIH, KOTOPBIiA
cocTaBuII 10 amruuTyne M-otsera 73,3 (63,8/91,0) %, a o rotormany —
85,9 (64,2/92,1) %. CIIN Ha cerMeHTe <«Ipeariedbe—IUIeyo» OblTa
cHmkeHa — 39,6 (25,8/45,6) M/c (p < 0,001) 110 cpaBHEHUIO C KOHTPOJIb-
HOM IPYIIIOif, ee KolebaHust cocTaBiu oT 16,5 mo 52,5 m/c.
3akimoyenne. Ha ocHOBaHMM MPOBEIEHHBIX UCCIIEIOBAaHUN pa3pa-
6otaHa TexHosorust DHMI-auarHocTMKY MOBpeXXAeHUI JIy4eBOro HepBa
MpU €ro KOMIPEeCCUM Ha YPOBHE Iuleda M Mpearuieybsi ¢ MOMOLIbIO
MOBEPXHOCTHBIX PETUCTPUPYIOLIMX U CTUMYJIUPYIOIIMX 3JIEKTPOIOB.
IMpu KTMHUYECKON KapTUHE MOBPEXIEHUS JIy4eBOTO HEPBA HA YPOBHE
rnJjeya B CIMpaJIbHOM KaHajle CTUMYJISILUS MPOU3BOAUTCS B 3 TOUKaX:
1) nucrasbHOM — Ha rpaHuULIe HUXKHEN U CpeHel TpeTH HapyKHOM CcTO-
POHBI TUleYa; 2) MPOKCUMAIbHOU — TOuKe Dpbda WM MOAMBIILIEYHOI
SIMKE U 3) IOTMOJHUTENbHON — B 00JJaCTU BHYTPEHHEH CTOPOHBI Tuieya,
Ha YPOBHE IUCTAIIbHOM TOYKU CTUMYJISILIMU JIY4eBOro HepBa. M-0TBETbI
PETUCTPUPYIOTCS C pa3rudaresis najableB. B npeaiokeHHOM opurnHaib-
HOI (hopmyJie Uit KOJIMYECTBEHHOTO OrnpenesieHus 0J0Ka MPOBEACHUS
YUTEHO BIIMSTHUE TTePEeIHEN TPYITITHI MBIIILL TPEATUIeYbs Ha (hopMUpPOBaHKE
M-otBeTa. [1y1s1 NOATBEPXKACHUS TTOBPEXKICHMS JIyYEBOIO HEPBA HA YPOBHE
MpeaIuiebsi CTUMYJISLIUS OCYLIECTBISIETCS B 2 TOUKaxX: 1) AUCTaIbHOM —
B 00JIaCTU CpeHEN TPETU MPEATUIeubs U 2) MPOKCUMaJIbHOI — B 001aCTH
rnJjeyva, a perucrpaurs M-0oTBETOB POBOAMTCS € pa3rudaresist ykazaTesb-

HOro najbua.

JnexkmpoHelipoMuorpauyeckue nammepHol
U MeXaHu3Mbl aKCOHaNbHOI iereHepayuu
nepugepuyecKux HepsoB npu auadbemuyecKoil
nonuxHesponamuu

B.A. Xonynes
Pecnybaukanckuii HAy4HO-NPAKMUYECK UL YUeHMP HEB8POA0SUU
u Helipoxupypeuu, Munck, Pecnyoauxa beaapyco

BBesenue. AKcoHallbHasl JereHepalusi, Kak TUIUYHbBINA [MaToso-
TMYECKUIA TPOLECC, SIBISETCS OOLIMM M XapaKTepHbIM MPU3HAKOM
Mpu psiae 3a00JieBaHU HEpBHOM cucTteMbl. OHaKO, HECMOTPS Ha (yH-
JIaMEHTAIbHYI0 3HAUMMOCTh JIAHHOM MaTOJOTMU, B HACTOSIIEE BpeMs
OTCYTCTBYET SICHOE MOHMMaHWE MEXaHU3MOB €€ pa3BUTHs. B pa3BuTuun
JIMa0eTUYECKOI IUCTATbHOM cCUMMeTpUYHOI nosinHeBpornatuun (ITHIT)
y4yacTBYyeT psii natohusnoorndeckux (HpakTopoB (OCHOBHbIE U3 KOTO-
PBIX — METa0OJMYECKUIT 1 MUKPOCOCYIUCTbII), TPUBOISILMX BIIOCIEI-
CTBUMU K aKCOHAJILHOM JiereHepalius HEPBHBIX BOJIOKOH.

Ilenp uccaenoBaHuss — orpefesieHre MaTTePHOB M MEXaHM3MOB
pPa3BUTUS AaKCOHAJIbHOM JereHepaluu y NMauueHToB ¢ AMabeTuueckoit
nucTanbHOi cumMerpuuHoi ITHIT Ha ocHOBaHMYM M3Yy4YeHMS TIOCIIEN0-
BaTeJIbHOCTU U cTerieHu n3meHeHust DHMTI -mioka3zaTesieil, oTpaskalommx
MPOBOJISILIYIO U aKCOHAJIbHYIO (DYHKIIMU TIepuepruuecKuX HEPBOB.

Marepuanbl U Metoasl. DHMTI-00cnenoBaHue mnposeaeHo y 107
nanyeHToB (40 MykurH, 67 KeHIIUH) ¢ caxapHbiM nuadetom (CJ1) 2-To
THMa, MeauaHa Bo3pacrta 59,0 roga (MeXKBapTUIbHbINA MHTEpBaT 53,0—
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66,0 roma). JlnurenbHocTh 3aboneBanusi CJI Kojiebansach OT BIEpBbIE
BoisiBiieHHOro 10 30 ser. [TonyyenHble DHMI-naHHble cpaBHUBAIU
C HOPMATMBHBIMU 3HAYCHUSIMU, IOJYICHHBIMU Y 49 3MOPOBBIX JIHIT
B Bo3pacte oT 52 110 65 siet. MiccrienoBair MOTOpHbBIE BOJIOKHA Majiobep-
LIOBOTO, OOJIBIIEOEPIIOBOrO U CPEAMHHOTO HEPBOB M UyBCTBUTETbHBIE
BOJIOKHA MKPOHOKHOTO Y CPEAMHHOTO HEPBOB C OINpeIe/IeHEeM aMILIH-
Tyabl M-0TBeTa, MoTeHIIMala AeHCTBUS YyBCTBUTEIbHOTO Hepsa u CITUN.
AbcomotHble 3HaueHrss DHMI -riokasaresneil Belpakaiu B HOpMUPOBaH-
HOM OTKJIOHEHUHU.

Kpome Toro, ajist onpeneneHus MeXaHU3MOB Pa3BUTHsI aKCOHATb-
HOW JlereHepaluy MalMeHThl ObITM pa3ieieHbl Ha 3 TPYIIbI B 3aBUCH-
MOCTHU OT CTeIIeHH M3MEHEHMsI HOPMUPOBAHHOTO OTKJIOHEHWST aMILIH-
Tyabl M-OTBeTa IpU HCCIeIOBAaHUM MajloOeplioBoro Hepsa. Y 1-i
TPYIIBI TIAIMEHTOB aMIUIUTY1a M-OTBeTa CHUXaltach He 0ojee ueM
Ha | HOpMUPOBAHHOE OTKJIOHEHUE, ¥ 2-i1 — oT 1 10 2, B 3-i1 — GoJibliIe 2
OTKJIOHEHU . Pazmnuust Mexay rpyrnnaMy yCTaHABIMBAIU C ITOMOIIBIO
kputepreB MaHHa—YuTHU. CTaTHCTHUYeCKasi 3HAYMMOCTb PasIUIMii
cunranach ripu p < 0,05.

Pesymprarel. [Ipy aHaiM3e CTeMeHU MOBPEXACHUS CPEIMHHOIO,
00JIBIIIEOEPIIOBOTO U MaJIOOEPIIOBOIO HEPBOB C UCITOJIb30BAHUEM HOPMU-
POBAaHHOTO OTKJIOHEHMsT YCTAHOBJICHO 00JIee 3HAUMTEeIbHOE MTOBPEKICHNE
OoJiblIeOepoBOro HepBa. MenuaHa HOPMMPOBAHHOTO OTKJIOHEHMS
aMruutyasl M-otseta coctawia: —0,7 (—1,2/-0,7), —1,8 (=2,7/—1,1)
u—1,4(-2,0/-0,5),a CIIA: —2,0 (—2,8/—1,3), 2,6 (—3,4/—1,2) u —2,2
(—3,2/—1,1) npu rccienoBaHUM CPETUHHOTO, OOJBIIEOEPIIOBOTO 1 Ma-
JTI06EePIIOBOTO HEPBOB COOTBETCTBEHHO. OOHApYXeHa TOCTOBepHAs pa3-
HULA MEXIY aMIUIATYIaMU CpeIMHHOTO0 U 60sbLiedepuosoro (p < 0,001),
cpenrMHHOro u masoodepiosoro (p = 0,003), maodep1ioBoro u 6osblIe-
6eprioBoro HepBoB (p < 0,001). CITH, paccurTaHHas B yCIOBUSIX CTUMY-
JISALIMU CPEMHHOTO, 00JIbLIEOEPLIOBOIO U MaJI00epLIOBOTO HEPBOB, 3HA-
YUMO He U3MEHSUTACH TTPH CPABHEHUU CPEIMHHOTO U OOJIBIIeOePIIOBOTO
(p =0,228), cpearHHOrO U Majodepuosoro (p = 0,77), 60Jb1eOepPLIOBO-
ro u Masiobepuosoro (p = 0,442) HepBoB. BrigeneHo 2 DHMI-nartepHa
TTOBPEXICHU HEPBOB HIKHUX KOHEUHOCTEIA.

[lepBblii MaTTepH XapaKTepH30BaJICst PABHOMEPHBIM BOBJIEUCHUEM
B MATOJIOTMYECKUIA TIPOLIECC MaJIOOEPIIOBBIX U OOJIbIIEOEPLIOBBIX HEPBOB
WJTA TIPEUMYILECTBEHHBIM ITOBPEKIEHUEM MaTOOEePIIOBBIX HEPBOB Ha (ho-
He TIaTOJIOTMM CEHCOPHBIX BOJIOKOH HEPBOB HWXKHHMX KOHEUHOCTEH.
®opma M-0TBeTa U3MEHSUTACh HE3HAYMTEIBHO. JIaHHBIN MAaTTePH MOX0X
Ha MaTTepH MoBpexaeHus npu ajakoroibHoil ITHIT. TTonyyeHHble naH-
HbIe OTPaXaloT PABHOMEPHBII XapaKTep MOBPEXICHMsI HEPBHBIX BOJIO-
KOH B HEpBe U CaMUX HEPBOB, UTO OOYCIIOBIEHO METa0OIMYECKUMU Ha-
DYIIEHUSIMA B HEWPOHE W TATOJIOTHE aKCOHAIBHOTO TPaHCIIOPTa,
M COOTBETCTBYIOT METa0OJMYECKOMY IMATOreHETMUECKOMY BapUaHTy
Pa3BUTUS TuabeTUYecKOi qucTaibHoi cummeTpuyHoit ITHIT.

Bropoii marTepH nposiBisiics NpeuMylIeCTBEHHbIM aKCOHATbHBIM
MOBPEXIeHUEM OO0JIbLIEOEPIIOBOIO MO OTHOLIEHUIO K MajIo0epLiOBOMY
HEpBY, aCUMMETpUE TMOBPEXICHUS HEPBOB HIKHUX KOHEYHOCTEH
WU TPEeUMYIIECTBEHHBIM IMOBPEXACHUEM IBUTATEIbHBIX BOJOKOH
10 CPAaBHEHUIO ¢ YyBCTBUTEIbHBIMU HepBamu. M3ameHsutack hopma M-
OTBeTa, KOTOpast MMeJia Ha HeTaTUBHOM ITHUKE TOTIOJTHUTEIbHbIC U3TUObBI
W TYpHBI, TIPUYEM JIJTUTEJIbHOCTh HETaTMBHOIO MHWKa He TpeBbIlIaia
TPaHMII HOPMAJIbHBIX 3HAYECHUI. DTOT HEMPODU3NOTOTNIECKUI ATTePH
OoTpaxkaeT HepPaBHOMEPHOCTD IMOBPEXKICHMSI BOJIOKOH B HEPBE U CaMUX
HEPBOB M XapaKTepeH U1l MUKPOCOCYAUCTOTO MaTOreHEeTUYECKOTro Ba-
pHUaHTa MOBPEXKACHUS MepubepuIecKuX HEPBOB.

B 1-ii rpynne nauuenTos npu DHMTI -uccinenoBanuu manodepuo-
BOT'O HEPBA BBISIBJIEHO CHUXXEHUE HOpMUpOoBaHHOro 3HaueHust CITU (p
<0,001), Torma kak amIIMTyaa M-oTBeTa He OTJIMYaIach OT KOHTPOJIb-
Hoii rpynrbl (p > 0,05), YTO CBUAETENBCTBYET 00 AaHATOMUYECKOM Lie-
JIOCTHOCTU aKCOHOB M HUIMYMU IEMUeMHMU3ALMU. [1o HallleMy MHEHUIO,
BbIsiBiIsieMoe cHukeHue CITU oTpaxaeT u3MeHeHUs B TapaHOAAIbHbIX
00J1aCTSIX OBICTPONPOBOISLIMX HEPBHBIX BOJIOKOH. [lo cpaBHEHMIO
C MEPBUYHO JAEMUETMHU3UPYIOLIMMU 3a00JeBaHUSIMU, TaKUMU KakK
ocTpasl U XpOHMUYECKasi BOCTIaIUTeIbHas AemMuenuHusupytowas [THIT,
UMeloLasics AeMUeMHU3alus He3HauuTenbHa. Ha crienyrolueit cranuu
nereHepanuu (2-s rpymnra naudeHToB) 3HAUMMO CHUKAJIMCh aMIUTATY 1A
M-otBeta u CITH 110 cpaBHEHUIO C 1-ii TPyIIIIOii, YTO CBUIETEIBCTBYET
0 CHMZKEHUM TTPOBOIMMOCTH YXKe HE 3a CUET IEMUETMHU3ALINY, & BCIIEI-
CTBUE JiereHepalMy ObICTPONPOBOISILIMX aKCOHOB HepBa. B 3-it rpynme
OTMEYaJIOCh 3HaUMMOE CHIDKeHMe aMIuuTyabl M-otBeta (p < 0,001)
10 CPAaBHEHMIO C MPEIbIAYLIEH IPYNIOii, HO OTCYTCTBOBAJIO IOCTOBEPHOE
cHmkeHune CITU. Takxke He YCTAHOBJIEHO pa3IMUMil MEXIy CTEIEeHbIO
cHmkeHnust CITU u amruiutyasl M-oTBeTa B 9Tol rpymre. [TojgydeHHbie
NIaHHbBIE YKa3bIBAIOT, YTO HA JAHHOU CTaANM aKCOHATbHOM IereHepauuu
HepBa MPOMCXOAUT r'MOesIb aKCOHOB CPEeTHEro quameTpa 0e3 AaibHenei
UX IEMUETMHU3ALMU.

TTonyyeHHBIe JaHHbBIE UMEIOT OOJIBIIOE 3HAUEHUE B KIMHUYECKOM
OHMI aas moOHUMaHUS U UHTEPIPETaLUM IEKTPODU3NOTOTMUECKUX
rokasaTeJieil Ha pa3HbIX CTaIMsX 3a00JeBaHUS. YKa3aHHbIE PE3YJIbTaThl
BaXKHbI U [UI MIOHUMaHUS MEXaHU3MOB JIEMCTBUS TUOKTALUMIA, SOUH-
CTBEHHOTO Tpernapara, CiocoOOHOTo MO3UTUBHO BO3/IECTBOBATh HA CUM-
MTOMBI HEMpPONMaTUM U MPOBOAMMOCTb HepBOB. 10 HalleMy MHEHHUIO,
TUOKTALIM/, KaK MOLIHbI aHTUOKCUIAHT, BO3IEUCTBYS HA MEMOpPaHbI
aKCOHa W IIBAaHHOBCKOM KJIETKM, yJydllaeT WX B3auMOeiicTBuUE,
YTO NMPUBOJIUT K YMEHBIIEHUIO NTApaHOATbHON JeMUETUHU3ALIMY TTEPU-
(heprueckux HEPBOB U, CIIEAOBATENBHO, K YJIYUILIEHUIO TTPOBOIAUMOCTH.
[MpuHIMNIUaTbHOE 3HAYEHUE UMEET TPUMEHEHHE Mpernapara Ha paHHei
CTalluM Pa3BUTUS AKCOHAJIbHOM HereHepaluu, Korga MpUCYTCTBYIOT
TOJIBKO (DYHKIIMOHAJIbHBIE HAPYLLIEHUS.

3akmouenue. Boinenensr DHMI -naTTepHbl aKCOHATBHOM eTeHE-
pauuu nepudepruyeckux HepBOB, KOTOPbIE COOTBETCTBYIOT 2 MaTOreHe-
TUYECKUM BapuaHTaM Pa3BUTHUS NUA0ETUUYECKOW TUCTAJIIbHOW CUMMe-
tpuyHoi ITHIT: 1)
COOTBETCTBYET JIET€HEPALIMU PETPOrPAJHOTO TUIIA; 2) MUKPOCOCYIUCTO-

MeTaboJIMYecKOMY BapHaHTy, KOTOPBIi
MY BapyaHTy, OTpaXkaloleMy 2-il THIT aKCOHATbHOM JeTeHepaliuy — BaJi-
JIEPOBCKYIO JereHepalvio. BrisiBIeHHbIe HepOoM®U3noIornieckue Me-
XaHU3Mbl Pa3BUTHSI aKCOHAJIbHOUW HereHepaluu TepubepruuecKux
HEPBOB TIO3BOJISIIOT ONMPEICTUTh CTAIUU ITOTO MATOJIOTUIECKOTO MPOo-
1ecca. Obpaiaet Ha ce6si BHUMaHUE TOT (hakT, YTO HA paHHEW CTaIuK
3a00JIeBaHMsI 3aMelIeHre MPOBEACHUs o0 TepudepruuecKuM HepBam
00BsICHSIETCS TUCGhYHKITMEH IBAHHOBCKUX KJIETOK B MapaHOTAJbHOM
00J1acTH, a He JereHepalyeil ObICTPOIIPOBOISIIINX BOJTOKOH.
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Beiisnem-npeo6pa3oBaHue noBepxXHOCMHOI
3NeKmpoMuorpammbl y fiemeil paHHero
BO3pacma ¢ ABUramenbHbLIMU HapyWeHuAMU

O.H. IIpmukosa!, E.C. XKsanckuii> 3,
E.C. Kenmmsn', A.A. Tpummn®
'Mockoeckuit HUH neduampuu u demcroil xupypeuu Munzopasa Poccuu,
2 Unemumym npooaem nepedauu ungopmayuu um A.A. Xapkesuua PAH,
Mockea;
Mockoeckuii pusuko-mexnuueckuil uncmumym (20cy0apcmeenblil
YVHUgepcumem)

Beenenne. OrieHka (hOpMUPYIOLIUXCS IBUTATEIBHBIX HAPYIICHU I
y pebeHKa MepBOro roia XU3HU UMEET PsIl CIOKHOCTEH, CBSI3aHHBIX
MPEXJIe BCEro ¢ CyObeKTUBHOCTHIO OIIEHKM MBIIIEYHOTO ToHyca. [lo-
BepxHOcTHast DMI yxke TaBHO UCIOJb3YeTCsI B Pa3IMIHBIX CUCTEMax
aHay3a aBrkeHus. Coznanue crnocoda, rmo3BoJIsIOLIEro KOJIMYeCTBEH-
HO OTpeIeSISITh MBIICYHBIN TOHYC Y peOeHKa paHHETo Bo3pacTa, BOCTpe-
0OBaHO, a C YYETOM COBPEMEHHBIX MaTeMaTHMYeCKUX BO3MOXKHOCTEH
TakKasl CUCTeMa MOXET OBbITh TOCTPOEHA Ha YACTOTHBIX XapaKTePUCTUKAX
noepxHocTHOI DMI myrem criekTpaibHoro Beiisier-aHanusa.

Ileas uccaenoBanuss — pa3paboTKa KpUTepUeB OOBEKTUBM3ALIUMN
MBIIIIEYHOTO TOHYCA ¥ XapakTepa (hOpMUPYIOIIMXCS HAPYIIEHWIA Y eTeit
pPaHHEro Bo3pacTa ¢ IOMOIIbIO BeiiBiieT-1ipeoopa3oBaHust TOBEPXHOCT-
Hoit DMI.

Marepuaibl u MeToapl. Bruto oGcieioBaHo 46 eteii B Bo3pacte ot 6
Mec 110 2 JIeT ¢ ABUTATeIbHBIMKM HapyireHussMu (11 — ¢ aToHUYeCKu-
acraTuyeckoil opmoil gerckoro uepedpaipbHoro napaiuya (ILIIT),
35 — co cnmactnyeckumu hopmamu JALLIT) u 15 neteit cooTBeTcTBYIOLIEH
BO3PACTHOI TPYIITBI 6€3 IBUTaTeIbHBIX HAPYIIICHUIA.

B nostoxeHuu jiexka MpOBOIWINCH TTACCUBHBIE CTUOAHMS U pa3Ty-
0aHUsl KOJIEHHBIX M Ta300eIPEHHBIX CYCTaBOB, MHTep(epeHIIMOHHAs
OMI perucrpupoBajach ¢ OCHOBHBIX I'PYIIIT MBI Oeapa U roJieHU
Ha 8-kaHajbHOM DMI -ycunurene YMI2—8.

Ha ocHoBe aHanu3a curdHasia DMI BBIUMCIISUIM clielylolue rnapa-
METPBI: MAKCUMaJTbHAsT CKOPOCTb HapacTaHus1/yObIBAHMSI CIIEKTPATBHOMN
MOIIIHOCTH CUTHAJIA, CPEHSIST MOLITHOCTD CIIEKTPa B eIUHUILY BPEMEHH,
COOTHOIIIEHHE BPEMEHU aKTUBHOTO COCTOSTHUST MBIIIILL ¥ OOIIETO BpeMe-
HM Ha yJacTKe 3arCH.

Pesyasratbl. BbisiBlieHa HOCTOBepHasi CBSI3b Pa3HbBIX HapyLICHUI
MBIIIIEYHOTO TOHYCA Y IeTell paHHETro BO3pacTa ¢ YaCTOTHBIMU XapaKTe-
PUCTUKAMM ITOBEPXHOCTHOI DMI.

3akmouenue. [TomydeHHbIe pe3yibTaThl MOKA3aId BO3MOXHOCTh
KOJIMYECTBEHHOTO OIpeAeIeHHs] XapaKTepUCTUK MBIIIEYHOTO TOHYyca
y IeTeii paHHEeTo BO3pacTa ¢ IBUTATEIbHBIMU HAPYILIEHUSIMU.

Jlucnnasus coeuHUMenbHoii MKaHu
Kak (hakmop pucKa pa3sumus UuHcynbma
¥ Uy MONOAOro BO3pacma

C.E. Yynpuna, O.B. Enenkas, /I.0. ITonoa
bY3 BO «Boponexcckas obaacmuas KAUHU4ecKas
boavHuya No 1», Boporneic

BBenenue. Jlucriiaszus COeIMHUTEIbHOM TKaHW — TE€HETUYECKU
reTeporeHHOe M KJIMHUYECKU MOJMMOPGhHOE MaToJIOrMYeckKoe COCTOsI-
HUe, O0YCJIOBJIEHHOE HApYLUIEHUEM Pa3BUTUS COEAMHUTEbHON TKaHU
B SMOPUOHAJIbHOM M TMOCTHATAJIBbHOM IEpPUOJIaX, XapaKTepusyrouieecs
nedexraMy BOJOKHUCTBIX CTPYKTYP M OCHOBHOTO BEIIECTBA COEAMHU-
TeJIbHOU TKaHU. OIHUM M3 BApUAHTOB HACJIEACTBEHHOI KOJUIareHonaTuu
SBISIOTCS Ae(EKThl MEXITPEICePIHON Ieperopoiku, Mpu KOTOPbIX
HUMEETCs PUCK Pa3BUTHS NapaloKCcaibHON aMO0uu. [1o TaHHBIM pa3HbIX
aBTOPOB, OBaJIbHOE OKHO OCTaeTcst OTKPBIThIM y 20—30 % Jttofieii 3pesioro
Bo3pacta. OHaKO y MalMEHTOB C KPUIITOTEHHBIM MHCYJIBTOM YacToTa
BCTpeyaeMoCT (DYHKIIMOHUPYIOIIETO OBAJILHOIO OKHA 3HAYUTEIbHO
BbIIIe — IPUOTM3UTENLHO Y 40 %, UTO OIpe/ielisieT aKTyaTbHOCTh TaHHOM
po0GsIeMbl B BOIPOCAX 3TUOJIOIMU OCTPOrO HapylLIeHUsI MO3TOBOTO KPO-
BooOpameHuss (OHMK), TakTuku MepBUYHOW M BTOPUYHOI Mpo-
(punakTuKy.

Ienb uccienoBanus — M3y4yuThb (haKTOpPbI, YCUJIMBAIOLIME PUCK Ta-
paloKCaIbHOI SMO0JIMH, BO3PACTHYIO CTPYKTYPY, MOJI0BOI AUMOPGHU3M,
TSKECTh TEUEHUSI MHCYJIBTa ITPU OTKPBITOM OBAJIbHOM OKHE.

Marepuaibi 1 MeToabl. O0cIe10BaHO 25 OOJIbHBIX C KPUIITOT€HHBIM
UIIEMUYECKUM MHCYJIBTOM, aCCOLMUPOBAHHBIM C (DYHKLIMOHUPYIOLIUM
OBJIbHBIM OKHOM, HAXOASIIMXCS Ha JIEYEHUN B PETMOHAIIBHOM COCY/IM-
ctoM 1ieHTpe Boponexckoit OKB Ne 1. BceM manveHnTam riposeieHb KT
uim MPT rosoBHOro mosra, TpaHCTOpakajibHasi M YpecrUIeBOAHAS
sxokapauvorpadus, OuiarepajibHOe MOHMTOPUPOBAHUE KPOBOTOKA
B CPEIHUX MO3TOBbIX apTepusiX C dMOOJOAETEKIMEN, YIBTPa3ByKOBOE
JIYTIJIEKCHOE CKaHMPOBaHUE BEH HDKHUX KOHEYHOCTei. TsxecTh HEBpO-
JIOTMYECKMX HapyLUEHWil ONpeessuld C MOMOLIBIO IIKaabl AMEpUKaH-
CKOT'0 HallMOHAJIbHOTO MHCTUTYTA 310poBbs (NITHHS), ncuxonornyeckuit
cTaTyc OLeHUBAIM 10 1KajaM beka u [amuibToHa.

Pesyabrarel. CpeaHuit Bo3pact 60JbHbIX cocTaBui 50,3 roja, cpenu
HUX 11 MyX4uH U 14 xeH1uuH. TpeTh ucciienyeMbix umMesia MOBbILIEHHYIO
Mmaccy tesia (MMT 29,6); 9 manmeHTOB cpey BpeIHbIX TPUBBIUEK OTME-
yanu KypeHue 6ojiee 10 jier; aprepuaibHasl TUIIEPTEH3UsT BBICTyIajla
¢oHOBBIM 3a00s1eBaHKeM Y 19 O0JIbHBIX. Y BceX 00CIeI0BaHHBIX B aHAM-
He3€e eCTh yKa3aHMs Ha ICUXOAMOLMOHAIbHbIE HArPY3KHU, MPeIIIecTBY-
fowre OHMK, y 18 BbIsIBIEHBI JIETKME WM YMEPEHHBIE IETTPECCUBHbIE
cuMnToMbl, 10 TalMeHTOB OTMEYaM 3HAYUTEIbHYIO (DU3MYECKYIO
AKTUBHOCTb Tiepell Pa3BUTHEM KIMHUKM WHCYJIBTa. B mepBble CyTKH
cpeanuii 6as o mkaie NIHHS y my>xunn coctaBui 6,8, y KeHITUH —
5,5. Ouar uiiemMuu B 18 cityyasix ObUl B CTPYKTYpax roJIOBHOIO MO3ra,
CHabXaeMbIX KpOBbIO U3 OacceiiHa OCHOBHOI apTepuu. Y 7 OOJIbHbBIX
BBISIBJIEH OOJIBIION aHATOMUYECKUIT pa3mep aedekra (> 4 Mm), y 6 Be-
pudULIKMPOBAHO OTKPBITOE OBAJIbHOE OKHO B aHEBPU3ME MEXITpeAcep/i-
HOIi Meperopoik1, ConpoBoXxaaBlieecs 6osiee BbIpakeHHbIM HEBPOJIO-
ruyeckuM neduuurom (cpenuuit 6amn no wkaie NIHHS na 10-e
CyTKU — 5,85) B CpaBHEHUH C JIMLIAMU C IIeJIEBUIHBIM OBaJIbHBIM OKHOM
1 6e3 aHeBPU3MATUUECKOTO BbIOYXaHUSI MEXKITPEACEPIHON eperopoIKu
(cpemuuii 6ann o mkane NIHHS na 10-e cytku 4,65). Tonbko y 6 06-
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CJIeIOBAaHHbIX TIPU MPOBENEHUU YJIBTPa3ByKOBOTO AYTJIEKCHOTO CKAaHU-
pPOBaHUS COCYI0B HUKHUX KOHEYHOCTEN HallIeHa MaToIOrUs CO CTOPO-
Hbl BEHO3HO CUCTEMBI.

3akmouenune. [Ipy HaIUYMKM HACIEACTBEHHOW KOJUIAreHOMATHH
¢ (hopmupoBaHueM aedeKTa MEXIPEACEPAHON Meperopoiky YBETUUn-
BAETCsl PUCK pa3BUTHA MleMuyeckoro uHcyastra. OHMK nipu dbyHkum-
OHUPYIOLEM OBaJIbLHOM OKHE MPEUMYIIIECTBEHHO BOZHUKAET Y JIULL MO-
JIONOTO W CcpelHero Bo3pacTa Ha (oHE ICUXOIMOLMOHAIBHBIX
unn dusndyeckux Harpyszok. Ilpu stom dakropaMu, yCUIMBAIOIIMMU
9MOOJIOr€HHbII MOTEHLIMA, SBJISIOTCS U30BITOYHAS Macca TeJla, KypeHue
U apTepuasibHasi rurnepreH3usi. He BbISBIEHO NOCTOBEPHON pa3HULIbI
B YaCTOTE BCTPEYAEMOCTH MH(apKTa MO3ra Cpeiu MalueHTOB My>KCKOTO
U XeHcKoro noja. OTMeueHo 6osiee TsDKeI0e TeUeHUE MHCYJIbTa Y MYyX-
YUH, a TAKXE Y JIMLL C COYETAaHUEM OTKPBITOIO OBaJIbHOTO OKHA U aHEeB-
PU3MBbI MEXTpeACEepAHON neperoponku. OTcyTcTBUE B OOJIBLIMHCTBE
CJIydyaeB IMaToJIOTMM BEH HUKHUX KOHEYHOCTEH HEe MCKIIIOYaeT PUCK
LepedpabHOM UILIEMUU TPU OTKPHITOM OBAJIBHOM OKHE, MOCKOJIbKY
BBISIBUTbH JIPYrue UCTOYHMKHU MapagokKCaabHOU 3MOOIMU TEXHUYECKU
HEBO3MOXHO. TakuM 00pa3oM, MoJydeHHbIE Pe3yJIbTaThl TOBOPST O He-
00XOAMMOCTH JaJIbHEMIIero u3ydeHust mpooieMbl B LIeJIIX BbIpaOOTKU
TaKTUKU MEPBUYHOMN U BTOPUUHOM MPOMPUIAKTUKU COCYUCTBIX OCTOXK-
HEHUIi TPU COETMHUTETbHO-TKAHHOM AUCIUIa3UN.

OcobeHHocmu
JneKmpoxelpomuorpathuyecKoro nammepHa
B paHHell AuUarHocmuke MuenuHo-

U akcoHonamuil y aemeil
¢ HacneacMBEHHbIMU MOMOCEHCOPHLIMU
nonuHeBponamusamMu

M. P. Ilaiimyp3un, C.K. Eprymenko, O.C. EBrymenko
JloHeykuil 06aacmHoll 0emcKuil KAUHUYECKUL UeHmp
Helipopeabuaumayuu, Pecnyoauka Yxkpauna

Heiipombiiieunbie 3abonesanHust (HM3) coctapisiior OoJIblLIyio reTe-
POTEHHYIO Tpyriy 3a00JieBaHUIl, B OCHOBE KOTOPBIX JIEXUT I€HETUYECKU
JIETEPMUHUPOBAHHOE TOPAXEHUE OMNpelesIeHHON HeMpoaHaTOMUYECKON
CTPYKTYpbI HelipoMbillieaHoro armapara. Yacrora HM3 cocrassier 1,3—12,9
ciyydast Ha 100 Teic. HaceneHust. Ho ocobast kateropusi — nauueHThl ¢ Ha-
CJIeICTBEHHBIMU MOTOCEHCOPHbIMU NosuHeBporatusivu (HMCIT). HMCIT,
WK HeBpasibHast amuotpodust [llapko—Mapu—TyTta, — reHeTUUeCKH rete-
pOreHHas rpyrina 3a00eBaHUiA, B OCHOBE KOTOPbIX JIEXKUT MEPBUYHBIIA Jie-
dekT B CTpyKType mnepudepruecKux HepBOB (MHMEIMHOBas 00O0J0YKa
WM OCEBOM LIMJIMHAP — aKCOH), Pa3IMYalOIIMXCs TUTIOM Hac/leJOBaHUS,
KIMHUYECKUM TioJuMopdusaMomM, ocobeHHOocTsMu DHMI -uzMeHeHuid,
00BbEeTMHEHHBIX OTHUM Ha3BaHWEM BBULY CXOICTBA OCHOBHBIX KITMHUIECKUX
nipostiienuii 3a6oreBanvst. HMCII coctapistior o 80 % Bcex HacIeCTBeH-
HbIX HeiporaTuii. CorlacHO MEXIyHapoIHOM 6a3e JTaHHbIX TeHETUUYECKOI
uHgopmanuu (2012 ) Beinenstor 42 sapuanta HMCII. TTo nanHbiM Bee-
MMpHOI1 (henepariin HeBposiornueckux ooiects, HMCIT sBsiioTcst omHUM
13 HauboJiee pacpoOCTPAHEHHBIX HACIENCTBEHHBIX HEBPOJIOTMYECKUX Ppac-
CTPOWCTB U TIO PacrpoOCTPAaHEHHOCTH 3aHUMAIOT OJHO U3 TIEPBbIX MECT
Cpeliu BCeX Hac/leICTBEHHO-IETeHEPaTUBHBIX 3a00J1eBaHUI HEPBHOI cucTe-
MblI ¢ yactotoii oT 1:10000 g0 1:2500 HaceseHMsI B pa3IMYHBIX ITOIYJISILIUSIX.

B peectpe 6a3bl naHHbix Llenrpa (2001—2013) 3apeructpupoBaHo
348 nereit c HM3, Bkmiouast 152 (43,7 %) peGeHKa ¢ mepBUYHO-MBbIIIIEY -
HbIMM 3a60seBaHusiMu, 107 (30,7 %) neteii co CIMHATBHON MBILICYHOM
atpodueit, 89 (25,6 %) nereit ¢ HMCII. DkcTparnonupyst mogo0HbIe
NMAaHHBIE, a TaKXKe Pe3yJbTaThl MEXIYHAPOIHBIX SMUAEMUOIOTUIECKUX
WCCIIENOBAHWI, MOXEM IPEIIOJIOXNUTh, YTO CPEeTHETOMYISIIIMOHHAS
pacrnipoctpanenHocts HMCIT B Ykpaune cocrasisier 0,9—1,5 ciayvast
Ha 10 Tbic. HecMOTpsi Ha yBEJMUYMBAIOUIYIOCS PACIPOCTPAHEHHOCTh
NMAHHOU TaTOJOTMKM B CTPYKTYpe WHBATMIU3UPYIOIIUX 3a00JieBaHUM,
O/1HO# U3 akTyanbHeiux npodseM HMCII sBisitoTcst HU3Kas BbISIBIIS-
€MOCTb PAHHMX CYOKITMHUUYECKUX MPOSIBJICHU 3a00IeBaHUSsI, BhICOKAST
yacTtoTta owmnboyHoro nauarHoza HMCII, Kak MoJOXUTEIbHOTO, TaK
Y OTPUIIATEIbHOTO, HEIOOILIEHKAa KIIMHUUECKUX U Helpohr3roIornie-
CKUX MPOTHOCTMYECKUX KPUTEPUEB, MPUBOISIINX K MTO3IHEN TUarHO-
cruke HMCII, HeanekBaTHasl TAKTUKA JICUEHUS, YTO COMPSIKEHO C ObI-
CTPOif TIpOrpeAMeHIMell TaTOJOrMUECKOro Tpoliecca, pa3BUTHEM
TSDKEJION MHBATMIU3AIMK. BMecTe ¢ TeM TaHHbIe TUTepaTyphl MOCTETHUX
JIET MTOATBEPKIAIOT, uTO B 65—80 % paHHee BhisiBlicHUe ciaydaeB HMCIIT
MPY aKTUBHOM HaOJIONEHUH W aleKBATHOM JIEYEHUHU CITOCOOCTBYET J0-
OpOKaYeCTBEHHOMY TEUEHUIO.

C 2001 mo 2013 r. Ha 6a3ze LleHTpa peabuiMTaliMy MpoaHAIU3UPOBa-
Ho 70 kuHuyeckux ciaydyaes HMCII. B pamkax uccrnenoBanus 70 oocie-
IIyeMBIX JIeTeil TIPOXOIVIIN TIIATEIbHbIN MpeIBapUTEIbHBIN aHAMHECTH -
YeCKMH W  KJIMHUYECKUIl OTOOp, KOTOPBIM  OCYLIECTBIsICS
C MCTOJIb30BaHUEM METOJIa CTPATU(MDUIIMPOBAHHOM PAHIOMU3ALIUH C TTPH-
MeHEHHMEM KPUTEpUEB BKIIOUCHMSI/UCKITIoueHUsI. KITMHUKO-TMarHoCTr -
yeckuit 6azuc HMCII Bkitoyast: KITMHUKO-HEBPOJIOTMYECKOE UCCTIen0Ba-
HUE (HEBPOJIOTMYECKUIA U COMAaTUUYECKUIA cTaTyc, HEPO(hU3UOIOrMYECKOe
(BHMI) obcnenoBanue), MOJEKYISIPHO-TEHETUUYECKOE HCCIeJOBaHUE.
B kimHM4ecKkoii KapTrHe 3a00JieBaHus y 00CIeI0BAaHHBIX O0JIbHBIX Ha (DO-
He obuux nposieiennit HMCIT 1-ro u 2-ro tuna (xoapba Ha HOCKax,
YTOMJISIEMOCTB TIPH XOIb0€e, 00N (CTia3Mbl) B MBIIIIIAX TOJIEHU, yMEPEHHOE
CHIKEHUE CUJTBI MBIIIILL pa3rudaTesieil CTOIbI, TUTIO-, apedIeKCusT, CHH-
JKeHUE TIOBEPXHOCTHOM UyBCTBUTEILHOCTH, KOHTPAKTYPHBI TOJICHEH cycTa-
BOB) BBISIBJISUTU PA3JIMIHOM CTENIEHU BHIPAKEHHOCTH CIMITTOMBI ITOpaske-
Hus [THC u HeiipoMmblilieyHoro arrnapaTa KoHeyHocTeit. Y nereit c HMCIT
1-ro THMa 3HAYMTETHHO Yallle AUATHOCTUPOBAIN AUCTATBHYIO MBIIIICUHYIO
TUTIOTOHMIO Y TUTTOTPO(MUIO HYDKHUX KOHeuHocTei (89,3 %), nedopmarin
cror 1o Tury pes cavus (75 %), CHIKeHre BUOPALIMOHHOM YyBCTBUTE b~
HoctH (75 %) mo cpaBHeHuIo ¢ mameHTamu ¢ HMCIT 2-ro tuna: 68,4;
52,6; 52,7 % cootBeTcTBeHHO. 60T 3a001eBanus y aeteit ¢ HMCII 1-ro
THUIIAa JOCTOBEPHO Oosiee paHHUIA, yeM y nauueHToB ¢ HMIIC 2-ro tumna:
5,9+0,5u 10,1 £ 1,2 rona coorBercTBeHHO (p < 0,01).

J1J1s1 BBISIBICHUST YPOBHSI TIOPasKeHMsI IBUTATEIbHOM €MUHULIBI, BO-
BJICUEHHOCTU MUEJIMHA WU akcoHa nposoauan DHMI. DHMI -mapke-
pamu ripu 1-m MuenHonarudeckoM turie HMCIT Ha ctaguu HayaibHbIX
TPOSIBJICHUIA SIBJISUIOCH CHUKEHUE CKOPOCTH TIPOBEACHUS MMITYJIbCa
1o motopHbIM (CITHM) u cencopHeiM (CITHc) BonokHam: 22,7 £ 5,9
u 11,8 £ 4,8 m/c. 1o manubM urobuatoit DHMI Ha doHe yBemaeHust
atesbHoCTH (o 46,4 + 6,9 %) w amrmatynel (1,6 = 0,2 MB) BbIsIBIISI-
JIUCh eAMHIYHBIE (heHOMEHBI CTIOHTAHHON AKTUBHOCTH B BUIIE MTOTEHIIU-
anoB bubpwursaimii (ITP) u momoxkurenbHbIX ocTpbix BosH (ITOB):
0,5+0,2u 1,5 £ 0,7 ye. DHMTI'-mapkepamu 1pu 2-M aKCOHaTbHOM THUIIE
HMCII Ha craguu HayvajdbHBIX MPOSIBJICHUN SBISIOTCS BbIPAXKEHHOE
CHIDKeHME aMIUTUTYIbl M-OTBeTa M IMOTeHIMala CEHCOPHOIO OTBETa:
0,31 £0,05u 0,09 £ 0,02 MxB coorBeTcTBeHHO. [T0 JTAHHBIM UTOJIBYATON



Konghepenyuu, cumnosuymot, coseuanus

HepBHo-MbiweyHbie BOJIE3HH

DOHMI Ha done yBenmuueHus gurtensHocT (1o 58,3 £ 4,5 %) u amrumm-
Tyl (1,8 £ 0,2 MB) BbIsIBIIsSIaCh MHTEHCUBHASI CITOHTAHHASI aKTUBHOCTh
BBune IO u [M10B:9,5+0,3u 18,8 £2,4ye.

J17s1 6osiee 0OBEKTUBHOTO MPOrHO3MPOBAHUS TeUEHUSI 3a00JIeBaHUS
Ha npotspkeHuu 4,2 + 0,8 roma kaxnere 6—9 (7,1 £ 0,8) Mec mpoBoaMCs
DOHMTI-MOHUTOPUHT C COMOCTABAEHUEM C OA3UCHBIMU KIMHUYECKUMU
cumnroMamu. ITo 1aHHBIM KITMHKUKO-OHMI -MOHUTOpUHTA Y NALIMEHTOB
¢ HMCII 1-ro tumna orpuuarenbHas auHamuka DHMI-napamerpos
MO CPAaBHEHUIO C UCXOJHBIMU U MPOMEXYTOUYHBIMU NaHHbIMU DHMI
ObL1a AarHoctrpoBaHa npu uccneaosanuu CITm: 33,5 + 3,8 u 58,9 +
7,7 %, CI1Hc: 39,1 £ 5,0 u 69,4 £ 7,8 %, ammumaryael [TE: 43,8 £ 7,4
u 35,7 £ 6,9 %, cionTanHoi akTuBHOCTU B Buze I1MD: 52,1 + 4,5 u 53,8
+ 9,5 %, T1OB: 66,7 = 8,3 n 63,8 + 5,6 %. OrpuuareiabHasi IMHAMUKa
06a3MCHBIX KIIMHUYECKUX CUMITTOMOB cocTaBwia 7,4 £ 2,5u 11,0 + 5,6 %.
B urtore ObuIM MoyYeHbl JaHHBIE, TOBOpsiLME O TOM, yro DHMI -nar-
TEPH B OMNpPEIEJIEHHON CTENEeHU ornepexkaeT KIMHUYECKUIA, YTO U a0
OCHOBaHME HaM BbIAEIUTb HEMPOMUINOIOTMUECKUIA TPETUKTOP MPEKITU-
HUYECKON TMpOrpeueHIn, XapaKTepu3yloIuil MUEJIUHONATUIO
npu HMCII. TlonoGHasi TeHAeHUMsT IeKTPOHENPODU3N0IOrnIecKux
rnokasaresieii Obl1a BeisiBieHa y naureHtos ¢ HMCIT 2-ro tuna. ITo nan-
HbIM KITMHUKO-DHMI-MoHUTOpYHIA OTpULIaTeIbHast fMHaMuka DHMI -
MapaMeTpoB MIPU CPABHEHUH C UICXOTHBIMU 1 TIPOMEXYTOUHBIMU TaHHBI-
mu DHMI auarHocTupoBaHa mpu UCCaeJ0OBaHUM aMIUTUTY bl M-oTBeTa:
61,3 = 1,7 u 50 + 3,8 %, ceHcopHoro noreHuuana: 55,6 £ 5,8 u 50 =
1,6 %, nmarensroctu [TE: 61,9 +6,5u 45,8 + 6,4 %, amrututyner [1/1E:
38,8 2,41 32,0+ 3,6 %, cnontaHHo# akTMuBHOCTH B Buje I1d: 72,1 +
1,7u74,8 £ 4,4 %, TIOB: 69,9 + 2,2 u 62,5 £ 5,9 %. OrpuuarenbHast
NMHAMKMKA 0a3MCHBIX KIMHUYECKHUX CUMIITOMOB cocTaBuia 27,3 + 3,3
u 21,9 + 3,7 %. B utore DHMTI-niatTepH TakXe orepexaeT KIMHWYe-
CKUIi, HO YK€ XapaKTepu3yeT Helipohr31OI0rMUECKU MPEIuKTOp Mpe-
KIIMHUYeCcKoM rporpeaveHiu akcononatuu npu HMCII 2-ro tuna.

TakuM 00pa3oM, paHHee BbISIBJIEHUE OTPULIATENIbHON JMHAMUKU
OHMTI -napamMeTpoB Mpu OTCYTCTBUU YXYALUIEHUS] KITMHUYECKON CUMIT-
TOMATUKU MOXKET CIY>XXUTb MPEIUKTOPOM MPEKIMHUYECKON Mporpean-
€HIIMU U JaeT BO3MOXHOCTb 00JIee TOYHO CITPOTHO3UPOBATh U BbISIBUTh
TEeX MalMEHTOB, Y KOTOPBIX BEICOKA BEPOSITHOCTb Pa3BUTUS PaHHE MHBa-
JIMAU3ALMU. DTO MO3BOJIUT HA PAHHUX CTaUSIX CKOPPEKTUPOBATH U BbI-
paboTaTh aJIcKBaTHYIO TAKTUKY JICUEHHUS, HAIIPaBJIEHHOTO Ha MPeIoTBpa-
LLIEHKWE Pa3BUTHUSI OCIOXHEHUI U 3aMeVIEHUE MTPOrpeAMeHIMH.

CuHApOM OCMpOro BANOro napanuya
B Poccuu: NpUHUUNbI U pe3ynbmambi paGombl
HauuoHanbHoil KOMUCCUU NO AUArHOCMUKe
NONUOMUENUMA U 0CMPbIX BANbIX Napanuye

A.K. ITTakapsn
DI'BHY «Hncmumym noauomueauma u eupycHvix SHUeparumos
um. M.I1. Yymaxoea», Mockea

Beenenue. CornacHo omnpezaeieHuto BO3 ocTpblil Bsiblil mapainy
(OBIT) — n06o0ii citydaii ocTporo BsIoro rnapaiuya y pedeHka o 15 yer,
WM J100oe MapaluTrieckoe 3abojieBaHME HE3aBMCHMO OT BO3pacTa
MPY MTOI03PEHUU HA TTOJTMOMUEITHT.

BBuy MOTHOTO OTCYTCTBUS CIydaeB MOJUOBUPYCHON MHGbEKIIMA
Ha TeppuTopuu Poccru HaCTOPOKEHHOCTh KIIMHUIIMCTOB B OTHOLIECHUH

3TOro BUja 3a00JIeBaHUS CYLIECTBEHHO ociaba. B ¢Bsizu ¢ aTuM Oblia
pa3paboTaHa IporpamMmMa, IMo3BoJIsTiolIasi TapaHTUPOBATh TOCTOBEPHYIO
PEerucTpalnio MOJUOBUPYCHON WHGMEKIIMKM TPU ee BO3ZHMKHOBCHUMU.
17151 oGsieryeHust paboThl KITMHUIIMCTOB U SMUAEMUOJIOTOB MPETOXKEHO
MPOBOAMTH HAA30p U peructparuio Bcex ciaydaeB OBIT. Kaxmblii cryuait
OBII B 06s13aTeILHOM MOPSIIKE PETUCTPUPYETCS TIPU BBISIBJIEHUN BPAYOM
MEIUILIMHCKOW OpTraHU3alliyd He3aBUCUMO OT (OpMBI COOCTBEHHOCTH
Y TUTIA TOMYMHEHMSI. Y BCeX 3apeTUCTPUPOBAHHBIX MALIMEHTOB OTOMPA-
1oTcst 2 obpasua hekaaunii 17151 UCClIeI0BaHMS Ha MOJIMOBUPYCHI, IPOBO-
TTUTCST KOMITIEKCHOE SMUAEMUOIOTUYECKOe UccenoBanme. Bce M30sThI
MOJIMOBUPYCOB W HETOJMOIHTEPOBUPYCOB, OPUTMHATbHBIE OOpa3IIbl
(bexanmii, M3 KOTOPBIX OHU OBLTH BBIIEJICHBI, TiepechlTaloT B HarmmoHasb-
HyI0 J1abopatopuio, MHCTUTYT MOJTMOMHUETUTA U BUPYCHBIX HIIEhaTN-
ToB. Kaxmprit ciyuait OBIT paccmarpuBaeTcst permoHabHOM, a 3aTeM
HallMOHAJILHOM KOMUCCHEl TI0 TuarHocTuke noiaromuenuta u OBII.

Ieabp uccienoBanuss — KOMIUIEKCHBIN KIMHUKO-Ta00paTOPHBIA
aHanu3 Beex ciayyaeB OBII, 3apeructpupoBaHHbIX B Poccuu B nepuon
¢2008 mo 2012 .

Marepuaibl 1 MmetToapl. [TpoananusuposaHo 2170 kapt uccienona-
Hust cydaeB OBII, Ha ocHOBaHWY TIPEACTaBICHHBIX TAaHHBIX, a TAKXKE
MPpU HEOOXOMMMOCTU C TIPUBJICYCHMEM JIOMOJHUTETbHBIX CBEICHMIA
YCTaHABIMBAJIaCh HO30JIOTMYECKast MPUHAIE)KHOCTb.

Kapra paccienoBaHust BKIIOUaeT CBENEeHUST 00 MUIEeMHOTIOTHIe-
CKOM aHaMHe3e, IeTallsiX Hauaia 3a00JieBaH sl , JJOKTU3ALIUHY ITapainya,
CpPOKax ero pas3BWTHsI, NaHHbIE BUPYCOJOTMUECKOTO MCCIIEIOBAHUS,
a TaKKe pe3yJbTaThl OCMOTpa MaleHTa yepe3 60 THeil OT MOMeHTa Ha-
yaJia rmapajiuya.

Pesynbratbl u 00cyxKIeHHe. 3a OTIYSTHBIN MEPUOJT 3apETUCTPUPOBAHO
8 cilyyaeB JOCTOBEPHO YCTAHOBJIEHHOIO BaKIIMHACCOIIMUPOBAHHOTO
napanutudeckoro noavomuenura (BAIIIT). B 2008 r. 6bu10 3apeructpu-
poBaHo 3 ciyyast BAIIIT, 8 2010 . — 5, 82009, 2011 1 2012 rr. — HU oA~
Horo. B 2008 . 6bl1 3aperucTpupoBaH eIMHCTBEHHBI W TTOCIEIHUI
Ha IaHHbI MoMeHT cirydyail BATIIT y peuunuenTa nepsoii 1031 OBIT
3a atoT nepuo. Ocrapuuecs 7 ciyyaeB BATIIT ObLIM «<KOHTaKTHBIMU»
T.€. BOBHWKAIU Yy JeTeil, He PEIIMITUEHTOB OPATbHON MOTMOBAKIIMHBI.
Bce 3aboseBIme 1ety He ObUIM TTPUBUTHI TPOTUB MOJTMOMUETUTA. 3200~
JIeBaHMe MPOTEKAIO B BUIE CIIMHAIBHON (POPMBI, C TOPaskeHMEM TOTBKO
HWXXHUX KOHEYHOocTel (2 MoHomnapesa, | mapanapes). [To TeueHuIo 310
OBUTH CpeHe-TsKeNIble (POPMBI, C OCTATOUHBIMK TapaInIaMu MPHU OC-
MoTpe Ha 60-ii neHb. [lape3bl KOHEYHOCTE HOCHIN aCUMMETPUYHBII
XapakTep, ¢ 6osiee BhIpaXKeHHBIM MOPakeHHEM MTPOKCUMATbHBIX OTIETOB
KOHEYHOCTEN.

Yauie Bcero npuunHoit OBIT y aereit ctaHOBUIMCH MOJIMPATUKY-
JoHeiporiatuu — 759 (35 %) ciyyaeB 1 MOHOHEUPOTIATHH (B TOM YKCIIe
tpaBmaTudeckue) — 730 (33,6 %) caydaes. Topasno pexe perucTpupo-
Basin Muenuthbl, ciydyarn OBII BcieacTBue 0O0BEMHBIX 00pa30BaHUIA
CIMIMHHOIO MO3ra U IPYTUX JIOKaJIM3aluii, 1pyrue Ho3ouoruu. B pamkax
pa6oTtsl [Tporpammbl Han3opa exeroaHo B Poccuu B cpeiHeM perucTpu-
poBajioch OT 135 10 170 mauMeHTOB C OCTPHIMU MOJIMHENPONATUSIMU.
Mo pesynbratam 00CIeIOBaHMS HU B OHOM CJIydae B KaueCTBE MPUUMHBI
9HTepOBUPYCHAst MH(EKIMS He BhICTyNaia. B mpyrux crpanax, pabota-
IOLLMX 110 aHAJIOTMYHOM cucteme Hanzopa 3a OBII, Ha oo nonvpanu-
KyJIoHeipornaTuii mpuxomautcst 6osee 50 % ciydaes OBIT (A. Marx, 2000;
J.M. Olivé, 1997).

X0opoII10 U3BECTHO, YTO YHUCIIO CITy4aeB 3TOTO 3a00JIeBAaHMS BApbH-
PYeT B pa3HbIX BO3PACTHBIX IPYIIAaX, OMHAKO OOJBITMHCTBO UCCIEI0BA-
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HUIi TTOKa3bIBAIOT, YTO YacToTa KoJiebsetcs B ripenenax 0,34—1,34 cinyuas
Ha 100 Teic. Hacesnenus B roa (McGrogan et al., 2009). [ToaToMy MUHU-
MajibHOE KosinuecTBo ciiyyaeB OBIT, KoTopbie 1OJKHBI ObITh BbISIBJIEHbBI
B Pa3IMYHBIX BO3PACTHBIX TPYIIIAX, PACCUUTBIBAETCS U3 ITOTO IMOKa3a-
TeJs.

3akiouenne. BeposiTHO, KOJMYECTBO CIyJyaeB MOJTMHEWPONATHiA
B KOTOPTE MAIIMEHTOB 0 15 JIET MOXET MOCTYXUTh TTOBOIOM TSI TOTIOJ-
HUTEJIbHOTO M3ydeHus1. OMHAKO yXe ceifuac OYeBUIHO, YTO Oraromapst
TaKOMY MHOTOYPOBHEBOMY ¥ KOMILJICKCHOMY ITOJIXOTY BHICOKAsT CTETIEHb
JOCTOBEPHOCTH YCTAHABIMBAEMOTO JMAarHO3a M MCKIIOUYEHHUs CIydast
MOJIMOMUENTUTA rapaHTupyeTcs. CiemayeT MomIepKHyTh, YTO Oraromapst
nepexony Poccun ¢ 2008 1. Ha HOBBIM KasleHIapb MIPUBUBOK, MPEANoia-
ralolnii MpoBeNeHre TMepBbIX 2 BaKIMHAIIMI WHAKTHBUPOBAHHBIMU
nperniapaTamu, He ObUIO 3aperucTpMpoOBaHO HU oxHoro ciydasi BATTIT
Y peLUITIeHTa.

RutdpeperHyuanbhas AUarHocmMuka
CNUHANbHLIX MbIWEYHbIX ampoduil,
MOMOpPHO-CEHCOPHLIX Heliponamuil
U nporpeccupyowux MbileYHbIX
aucmpodpuii: npo6nembl u cnocobbl
Ux pewenus

N.B. llapkosa, E.JI. Jaxam

DI'BY «Meduko-eenemuueckuii hayunwlii yenmp», Mockea

Cyl111eCTBOBaHUE CXOJCTBA KIIMHUYECKUX MPOSIBIEHUI 3 OCHOBHBIX
TPYIIN HAC/IEACTBEHHBIX HEPBHO-MbILIEUHbIX 3a0oneBanuii (HHM3) —
CMUHAJIbHBIX MbILLIEYHBIX aTpoduii (CMA), MOTOPHO-CEHCOPHBIX HEeii-
ponatuit (HMCH), nporpeccupyioimx MbliedHbix nuctpoduit (IMMI),
XapaKTePU3YIOLIMUXCS CUMIITOMAMH BSJIOTO TMapajidya pa3aIuyHbIX Mbl-
LIEYHBIX TPYMI — CO3JAeT 3HAYUTEJbHbIE TPYAHOCTH MPU MPOBEAECHUU
ux nuddepeHuranbHON IMarHOCTUKY Ha 3Tare KJIMHUYECKOro odcie-
noBaHus. Ilpy mocraHOBKe OMarHo3a TPaAUMLMOHHO HCIMOJIb3YIOTCS
crefylouIe KpUTepUu: JJOKaIu3aLusl IperMyIeCTBEHHOTO OPaKeHUs
MBbILIL, HAJMYUE PACCTPOMCTB UYBCTBUTEIbHOCTU M (haCUMKYJISLIMIA,
a Takke ypoBeHb aktuBHOCTH KPK B rutazme kposu. C y4eToM TOro, 4to
CUMITOMBI Bsistoro rnapanuya y 3tux rpynn HHM3 oGycioBieHbl nopa-
JKEHUEM Pa3IMYHbIX OTAEJIOB pedIeKTOPHOM Iyru, O0IbIIOEe 3HaYeHUE
MMeEEeT MOCTaHOBKA TOMUYECKOro auarHo3a. CylecTBEHHYIO MOMOLIb
B TOM OKa3bIBAIOT pe3ysbTarhl nposeaeHuss DHMI u npexne Bcero
3HaueHus nokaszateseit CITU no cpenmHHoMy HepBy. JtnTebHOE Bpemst
CYMTAJIOCh, YTO CYMMAapPHbIi aHAJIU3 TUX [MOKa3aTeseli Mo3BOJISET TOUHO
UIEHTUDULIMPOBATh YPOBEHb MopaxeHusl. OHAKO UCCIeA0BaHUS 0~
CJIeIHUX JIET, HalrpaBJeHHble HAa aHAIU3 KJIMHUKO-TEHETUYECKUX OCO-
OeHHoCcTell OTAebHbIX Ho3ojormyeckux ¢opm HHM3, noxaszanu,
YTO MCTOJb30BaHUE TOJIBKO ITUX KPUTEPUEB SBJISIETCH XOTS U HEOOXO-
IIMMBIM, HO HE BCErJa I0CTaTOYHBIM JUIsl YCTAHOBJIEHHUSI YPOBHSI ITOpae-
HUs pedieKTopHoii ayru. HenpaBuibHO MOCTaBA€HHBIN TOMUYECKUI
JIMarHo3 MPUBOAMT K OLIMOKAM B AMArHOCTUKE OTPEAEIeHHONH HO30J10-
rudeckoit popmbl HHM3, 4TO yBeNIMUMBaET SKOHOMMYECKUE 3aTpaThl
Ha MPOBE/IEHUE TOPOTOCTOSLIIMX MOJIEKYJISIPHO-T€HETUUECKMX aHATTU30B
U/WIM HE TO3BOJSET OCYUIECTBUTHh MPO(UIAKTUKY BO3HUKHOBEHMS
TMOBTOPHBIX CJTy4aeB 3a00J€BaHUS B OTSITOILIEHHBIX CEMbSIX.

Ieap wuccaenoBanus — cosgaHue AuddepeHInaibHO-
nuarHoctuyeckoro aaropurma mist [IM, CMA u HMCH Ha ocHoBe
aHaJM3a NaHHbBIX JINTEPATYPbl U PE3YJIBTATOB COOCTBEHHOTO 00C/Ie10Ba-
HUS OOJIbHBIX.

Pe3ynbraThl COOCTBEHHBIX UCCIeN0BaHMIL. [[TUTEIbHOE BPEMST CUM-
TaJIOCh, YTO KIIMHUYECKAsi KAPTUHA BSJIOTO Mapainya ¢ U30JMPOBAHHBIM
WUJIY TTPEUMYIIECTBEHHBIM MOPAXKEHUEM TUCTABHBIX OT/AEI0B KOHEUHO-
CcTeil OIHO3HAYHO CBUIETENbCTBYET B MOJb3y auarHoctuku HMCH.
OpnHaKo aHaIU3 IAaHHBIX JIUTEPATypbl MOKa3aJl, YTO B MOCIEIHEE BPEMS
OINKMCAHO HECKOJIbKO reHeTuyeckux BapuaHtoB CMA u [TM/] ¢ npeumy-
LIECTBEHHBIM WJIM U30JIMPOBAHHBIM MOPAXEHUEM IHUCTAJbHBIX TPYIIIT
MBbILIL, YTO TpeOyeT npoBeaeHust nuddepeHInaTbHON TMarHOCTUKY.
JleiicTBUTEIBHO, CUMIITOMBI BSUIOTO Tapajnya ¢ MpeuMylleCTBEHHbIM
WM U30JIMPOBAHHBIM MOPAXKEHUEM JAMCTATIBHBIX TPYIIIT MbILIL KOHEY-
HOCTeil HanboJiee yacTo 0OHAPYKMBAIOTCS MPU TTOPaXeHUU rnepudepu-
YyeckMX HepBOB, KoTopoe cBoiictBeHHO mis HMCH. OpHako
B CUMIITOMOKOMILJIEKC 3TO TPYINIIbl 3200JeBaHUiA MPU OOJBIIMHCTBE
TeHeTUYECKUX BapMAHTOB TakXKe BXOISIT pacCTPOICTBA YyBCTBUTEIbHO-
CTU U KOOPAMHALIMU B BUJIE 3aHECTOJIO0BOI aTaKCUU, KOTOPbIE HE Xa-
paktepHbl Uit CMA u [TM/1. Heo0XoaMMo Takxke UMETh B BUILY, UTO pac-
CTPOMCTBA YYBCTBUTEJIBHOCTU B 30HE MOPA’KEHHBIX MBILIL MOTYT
BapbMpPOBATh MPU Pa3IUYHbIX reHeThueckux BapuaHtax HMCH u mo-
nudUuLMpoBaThCs MO Mepe MporpeccupoBaHus 3abosneBaHus. Tak,
MPU MUEIMHOMATUSAX B HAUAJIbHBIX CTaAUsIX 32a00JI€BAHUSI MOXET OTME-
YyaThCsl TUIEPCTE3UsI CTOI, a IO Mepe NMPOrpeccupoBaHus 3a00JIeBaHUS
OHa CMEHSETCs TunocTe3ueii. B To e BpeMs pu HEKOTOPBIX BapUaHTaxX
AKCOHOMATUI1 He OOHaApy>KMBAeTCs HapyLIEHUI KakK MOBEPXHOCTHOM
YYBCTBUTEJbHOCTH, TAK U OCHOBHBIX BUIIOB INTyOOKOI YyBCTBUTEIbHOCTH.
Hanpuwmep, nipu otaenbHbix Bappuantax HMCH umeroTcs usMeHeHust
TOJIBKO BUOPALIMOHHOI UyBCTBUTEIBbHOCTH, JOCTATOYHO PEIKO UCCIELy-
€MOi1 (C MOMOLIbIO KaMEePTOHA) MPU OOBIYHOM KJIMHUYECKOM OCMOTPE.
Taxkke OOLIENPUHATBHIM (DAKTOM CUMTAETCS TO, YTO (hacUUKyJISdLUn
B 30HE MOPAKEHHBIX MBILLLL SIBJISIIOTCS] XapaKTEPHBIM TPU3HAKOM [10pa-
JKEHUS] MOTOHEHPOHOB CIIMHHOIO MO3ra, OIHAKO OKa3ajioCh, YTO OHU
MOTYT MPUCYTCTBOBATh U IMPU HEKOTOPBIX I'E€HETUUYECKMX BapUaHTaX
HMCH, a npu aucranbHbix BapuaHtax CMA 4acTto pacleHUBalOTCs
KJIMHULIMCTAMU KaK KJIOHYCHI CTOTI.

ToBbimenue ypoBHsi aktuBHocTH KPK B 1utasmMe KpoBH Bceraa
SIBJISLIOCH 3HAYMMBIM JUdbepeHIMaTbHO-1MarHOCTUOYECKUM KPUTEPU-
€M TIpU ycTaHOBJIeHUU Hozosornyeckoit opmbel HHM3 u cuuranocs
XapakTepHbIM npuzHakoM [TM/I. OnHako B UCCIIEI0BAHUSIX MTOCTEIHUX
JIET OTMEYEHO, YTO IMOKa3aTe b ypoBHs akTuBHOCTH KDK MoKeT moBbI-
LIaThCsl U IPU HEKOTOPbIX BapraHTax AucTajibHbix CMA, a ipu aucTaib-
Hbix [TM] He Bceraa OTKJIOHSIETCS] OT HOPMBbI.

Cy1IeCTBEHHYIO TOMOLIb ITPU YCTAHOBIEHUM HO30JI0rMYECKoi (hopMbl
HHM3 okasbiBatot pesynbratsl poseneHust DHMI TIpexe Bcero umeer
3HaueHue mokazateiab CIIW no cpenmHHOMY HepBy. Ero cHuxeHue
110 38 M/C 1 HYDKe XapaKTepHO VTSl IEeMUETMHU3UPYIONIMX BapuaHToB HM-
CH. OnHako cieyeT yauThIBaTh, UTO ITPU aKCOHAIbHBIX BapraHntax HMCH
CTPYKTYpa MUEJIMHOBOI 000/104KM He cTpanaeT v nokasatenu CITU coxpa-
HSIIOTCS B TIpeesiax HopMbl. [To qanHbiv auteparypsl, ipy HMCH moryt
BBISIBJIATCST IPU3HAKA HEBPUTUYECKOTO, TIEPETHEPOrOBOTO /WY CYIIpa-
CEerMEHTapHOIO TUIOB HAPYLIEHUS MBIILIEYHOT'O 2JIEKTPOreHe3a, UTo 3aTpy-
HSIET TPAaKTOBKY pe3ysnsraroB ODHMI. B Hacrosiiee Bpemsi He CyIIECTBYET
yetknx DHMI -KpurtepreB IMarHocTUKY akcoHaIbHbIX BapuaHToB HMCH,
a pesyJsibrarel nposeaeHHoro DHMI -uccnenoBaHus y pa3HbIX CrieliMain-
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CTOB YaCTO HOCST IPOTUBOPEYMBBIN XapakTep U, K COKAJICHUIO, 3aTPyIHSI-
0T YCTAHOBKY TOIMMYECKOT0 IUarHo3a.

JnuTesbHOE BpeMsl CUMTANIOCh, YTO KJIIMHUYECKAsk KapTUHA BSJIOTO
napajavya ¢ U30JUPOBAHHBIM UJIM MPEUMYLIECTBEHHBIM MOpPakKeHUEM
MPOKCUMAJIbHBIX OTAEJ0B KOHEYHOCTEM XapaKTepHa JIMIIb /151 TPOKCU-
MajibHbIX BapraHToB CMA 1 [TM/1. OnHako B nocieaHee BpeMsi ornuca-
HO HECKOJIbKO T€HETUYeCKMX BapMaHTOB mpokcuMmaibHbix HMCH,
4yTO TpeOyeT rnpoBeaeHust nuddepeHInaIbHON TMarHoCTUKU. [IeiicTBr-
TEJbHO, TMPU HEKOTOPbIX BapMaHTaX ayTOCOMHO-PELECCUBHBIX
nemuenrHusupyommux HMCH ¢ no3nHUM HayajioM B CUMIITOMOKOMIT-
JIeKC 3a00J1eBaHMS BXOIUT MOPaKeHUE MTPOKCUMAIbHBIX OTIEI0B KOHEY -
HocTeil. OgHaKo clieayeT IOMHMTh, YTO 3TU 3a00JieBaHUsSI MaHU(ECTU-
PYIOT C BSJIOTO Tape3a IMCTaJbHBIX OTIEJIOB KOHEUHOCTEH, U TOJIbKO
MO Mepe MPOorpeccupoBaHUs OOJE3HM MPOUCXOAUT PACIIPOCTPAHEHUE
MaToJOTMYECKOro Ipouecca Ha MPOKCUMAaJbHbIE TIPYMIbI MBILILL.
TIpu BpoxaeHHbIX BapuaHTax npokcuMaibHbix HMCH kiuHuyeckas
KapTUHa MopaXKeHUsl HOCUT reHepaIM30BaHHbII XapakTep U He MO3BO-
JISIET OMPENEIUTh MPEUMYILIECTBEHHOCTb MOPAXEHUS TUCTAIbHBIX WA
MPOKCHUMAJIbHBIX OT/IENIOB KOHEYHOCTE . BaskHO yUUTBIBATh, UTO IIPU HE-
KOTOPBIX T'€HETMYECKUX BapuaHTax mnpokcumaibHbix [ITM/ u CMA
1o Mepe TeueHus 3a00JIeBaHMs TTATOJIOTMYECKUI TTPOLIECC pacrpocTpa-
HSIETCS MU Ha AMCTaJIbHbIE OTAEIbl KOHeuHocTei. [lokaszarenab ypoBHS
akTuBHOCTH K@K B rmiazme KpoBu Mpu poBeneHUY auddepeHImanb-
HOro JMarHo3a W YCTaHOBJEHUU HO30JI0TMYECKOi (opmbl B rpyrre
HHM3 ¢ npeumyliecTBEHHbIM WJIM W30JMPOBAHHBIM TMOpPaXEHUEM
MBILIL MPOKCUMAJIbHBIX OTHEJIOB KOHEUHOCTE MMeeT BaxHOe,
HO He Bceraa onpeesiollee 3HaueHue. Ero nopblleHNE 1eMCTBUTEb-
HO HauOoJiee XapakTepHO Ul MPOKCUMasIbHbIX BapuaHToB [TM/I, ox-
HaKO HEOOXOIMMO IMOMHMUTD, YTO STOT MOKA3aTe/Ib YaCTO ObIBAET MOBbI-
IIEH W NpU MpoKCUMallbHbIX BapuaHTax CMA ¢ MO3IHUM HayajloM,
a MpU HEKOTOPBIX BapuaHTax BpoxIeHHbIX [TM]] MoXeT ocTaBaThCs
B Ipeiesiax HOpMaJibHbIX 3HAUEHUA.

3akmouenue. TakuM 06pa3oM, ¢ yIeTOM M3JIOKEHHBIX BBIIIIE TaHHBIX
MOXHO ClIeJIaTh CJeaYIOLIMe BbIBOBI: 1) M30JIMPOBAHHOE WM TIPEUMY-
LLIECTBEHHOE TMOPaXXEHUE MBIIIL] AUCTATbHBIX OTIEJOB KOHEYHOCTEM
obiBaeT kak npu HMCH, tak u npu nucraibHbix BapuaHTax [TM]]
1 CMA; 2) U30JMpPOBAaHHOE WM MTPEUMYLLECTBEHHOE MTOPaXKEHUE MbILILL
MPOKCUMAaJIbHBIX OTAEIOB KOHEYHOCTE ObIBAET KaK MPU MPOKCUMATb-
Hbix BapuaHTax [IMl u CMA, tak u npu npokcumaibHbix HMCH;
3) paccTpoiicTBa UYyBCTBUTEIBHOCTU U KOOPAMHALIMU B BUIE 33AHECTOJI-
0oBoif arakcum He xapaktepHbl mig CMA u I[IM/l; 4) nobilieHuE
ypoBHst KDOK mMoxeT ObITh 1 'y 601bHBIX CMA, a pu HEKOTOPBIX Bapy-
aHtax [IM/]] ee ypoBeHb HE UMEET OTKJIOHEHUI OT HOpMBI; 5) npu HM-
CH He Bcerna ObIBaeT TMIeCTe3Usi B 30HE MOPAXKEHHBIX MBILLLL, MOTYT
OBITh TAKXE€ TMIIEPECTE3US] UM PACCTPOIMCTBA TOJIBKO IITYOOKOM 4yB-
CTBUTEIBHOCTH, HAIIPUMEP BUOPAIIMOHHOI; 6) B OCHOBe Ard depeHIn-
anpHOI nuarHoctuku HHM3 nexat nokazateau S9HMIL

Nonuneilponamus y nauyuesma
¢ Heiipodhubpomamo3som 1-ro muna

M.B. IIlecrakosa', A.®. Bacuienko', M.!. Kapnosa',
H.C. Apremosa', B.B. Hcromuna', 1.B. Ypsichepa',
A.A. Kunzepckuii*

! FOocno-Ypanvckuii 2ocydapemeentblili MeOUYUHCKULL YHUGepCUMe
2 Knunuka npo. A. FO. Kunzepckoeo, Yeasbunck

Beenenue. Heiipoubpomaros 1-ro tuna (HD1) — mmpoko pac-
MPOCTPaHEHHOE, ayTOCOMHO-TOMUHAHTHOE 3a00JIeBaHUE, KITMHUUECKUE
MPOSIBJICHUS] KOTOPOTO CKJIAIBIBAIOTCSI U3 COYETAHHOTO IOPaXKEHMUS
KOXHBIX [TOKPOBOB, HEPBHOI CUCTEMBI M BHYTpeHHUX opraHoB [1]. [To-
siBJIeHWE OOJIEBOTO CHUHIpOMAa M PAacCTPOMCTBA UYYBCTBUTEIBLHOCTH,
Kak npaBuiio, cBsa3biBatoT ¢ nopaxenueM [THC. JoctarouHo Xopoiuo
u3ydeHbl Takue nposipieHns HD1, kak riekcudopmHbie Heiipodhuodpo-
MBI, MTapaclHAIbHbIC U CIIMHAIbHBIE MHTPAIypaJbHbIE OIYXOJIH, CH-
PUHTOMUEJTHS, TUIPOMUEITUS M MUEJIONIaTHsI, KTa3Ksl TBEPIOif MO3rOBOIMA
0005104KHM, BbIsiBIIsieMble ¢ Tomolbio MPT [2]. B nocienHue roabl mo-
SIBUJIMCh COOOIIEHUSI O MOHO- U nojinHelponarusx rpu H®1. Ha ce-
TONHSIIHUNA JeHb CaMbIM MAacIITaOHBIM MCCIIEIOBAaHUEM TAIlMEeHTOB
¢ HO1 gsnsgercsa padora R.E. Ferner u coaBr., onyoiankoBaHHas B 2004 1.
[3]. TTo nanHbIM aBTOPOB, cpeau 600 nammeHToB ¢ HP1 pacnipocTpaHeH-
HOCTb Heliporatuu coctaBuia 1,3 % (n = 8). bbutn onmucaHbl cCUMMe-
TPUYHBIC TMOPAXKEHMs TTPEUMYIIECTBEHHO CEHCOPHBIX BOJOKOH aKCO-
HaJIbHOT'O Xapakrepa. bosieBoil CUHAPOM UMeJIcs TOJIbKO y | mauueHTa.
[pencraisiem ciayyait atumuaHoro nopaxenust [IHC npu HO1.

boavnoii K., 64 1em, nocmynua 6 neeponoeuueckoe omoenenue Kiunu-
ku FOxcno-Ypansckoeo I'MY ¢ acarobamu na nocmosuHsle yceydue 604U
6 cnume (8 mexucronamouHoil obaacmu), no xo0y pebep, 6 NOOMbIUIEHHbIX
obaacmsax,  Hoeax. boau ycuausanucb npu RPUKOCHOBEHUU, OBUICEHUSX.
HnmeHncusHbvliii 60160l CUHOPOM Npuges K COUUANbHOU 0e3a0anmayuu:
HEB03MONCHOCMb HOCUMb 001e2aruiyr0 00excdy, mpyoHocmu npedbléanus
6 00UleCmEeHHbIX Mecmax, UCNOAb308aHUe 00UECMEEHH020 MPAHCHOPpMA
u asmomobuns (6oav npu xoumaxkme). Ilayuenma makyice becnokouna
crabocmo 6 cmonax (6oavule 6 1e60il), enepsvie cAAOOCMb NOABUBUAACS
6 2003 2. boau 6 cnune ¢ 2005 e., nocmenenno ycuauganucs. Ilpu ocmompe
obpawjanu Ha cebs 6HUMAHUe wadsujue 08UICeHUs: — O0AbHOU u3beean npu-
KOCHOBEHUIl OKPYJICAWUX NpedMemos CRUHOU, 8 MOM yucie 00excooll.
Kooicnbie nokposol 6biau ghusuonocuueckoli okpacku, 6 00aacmu 601€3HeHHbIX
ouwyujeHuti — canvholii 6aeck. 1100 kocell pyk, 8 naxoeoii obaacmu natvnu-
posanuce msazckue 6e3001e3HeHHble, MHONCeCBEHHble NOOBUIICHbIE Y31bl OU-
amempom 2—6 cm. Moiweunas cuaa 6viaa cHudCeHa 6 pazeubamensx Cmon
do 0 6annos caesa, 1 6arna cnpasa, 6 ceubamensix cmon — do 4,5 6anrna.
Cyxoxcunvhbvle pegpaeKcol CHUNCEHbL, 6e3 pa3HUYbL CIMOPOH, UMEAACh unep-
namus Ha ypose Th4—Th 10, cunepeudpos 6 smoii 301e, cunecmesus no ne-
peoHell NOBEPXHOCMU 201eHell.

buvino nposedeno MPT weiinoeo, epy0Hoeo u NOACHUMHO20 0MOen08
N0360HOYHUKA. Bbisignenvl decenepamugrno-oucmpoguueckue umeHeHus,
npompysuu, epuiicu ouckos pasmepom 2—3 mm. [Ipu MPT 201061020 mo3ea
00HapyIceHbl MeAK004a208ble U3MEHEeHUs N0OHbIX, BUCOUHBIX U MEMEHHbIX
donell QUCUUPKYAIMOPHO20 2eeHe3d. Buvisenennvie Heliposuzyaruszayuorble
usMeHeHus He 00ssCHAAU umesuryloca cumnmomamuky. [lo dannoim IMT
ObLAU OMMeUeHbl NPUSHAKU NOPAJICEHUS. MOMOPHBIX 80A0KOH HEPBO8 HUICHUX
KOHeuHocmell aKCOHANbHO-0eMUEAUHUIUPYIOU[e20 XapaKmepa ¢ pa3eumuem
4acmuuHo20 OA0Ka npogedeHus (amnaumyoa omeema cHudxicena Ha 50—
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80 %, CITH — na 40—50 %) u cencophbix 6010KOH (CHUdICEHUE AMAAUNTYObL
omeema u CITH na 20—60 %). Y3H nepughepuueciux nepeos HUNCHUX KO-
HeyHocmell NoKa3an0 U3MEHeHUs Hep808 C YMOAUWCHUEeM HA NPOMAICCHUU
u nepemsaxckamu. buoxumuueckue, kaunuueckue, gupyconroeuHecKue ana-
U3l KPOBU U MOHU NO3GONUAYU UCKAIOUUMb OUCMEMADOAUHECKYI0 NOAUHeL -
ponamuio (Hapyuienue 00MeHa yene60008, NapanpomeuHemuu, Namoao2us
WUMOBUOHOU Jcene3bl, NoYeK, neveHu, MuelsoMHas 001e3Hy), napaHeonaa-
cmuveckuil CUHOpom, uHgekyuonnyio (ecepnemuueckas, BUY) smuonoeuro
noAuHelponamuu.

BoavHomy Ha doeocnumanvHom smane npo8oounacs OAumenvHas me-
Panus ¢ Ucnoab308anueM aHMUKOHEYAbCaHmo8, aHmuoenpeccanmos, Ha-
snauenue HIIBC ne umeno 3nauumenvHozo s¢ppexma. Jl8yxyposregoe npo-
6edenue INUAYPANbHLIX I1eKmpodog Ha yposHe D3—D5 ¢ nocaedyrowum
HeOeNbHbIM MeCMOo8biM NepUO0OM CHUHANbHOU HeUPOCMUMYAAUUU 0aN0 He-
noaHblil aHanveemuueckuil gpgpekm. bwLao peuteno 6o3depiicamucs om ycma-
HOBKU NOCMOAHHO020 Helipocmumyasmopa. Kypc ayueeoii mepanuu (UIT
Ha ypogeHs AoKaausayuu Kopeuikosoeo cunopoma Th3—ThS ¢ PO 2,0 Ip.)
Mak Jice He 0an 3HAUUMENbHO0 IPPeKkma.

C yuemom KauHuueckux nposenenuti, dannvix IMI, Y3Hnepsos, npo-
8e0deHH020 00CAe008aHUS, NO380AUBUIE20 UCKAIOHUMb OpY2ue JIMUON0UHECKUe
8apUAHMbL NOAUHEUPONAMULL, U OGHHBIX AUMePamypbl 601bHOMY Obli bICIAB-
J1eH 0uaeHo3 <«noAUHeUponamus y nayuenma c Heiipoguopomamosom 1-eo
muna». bvlia HasHaueHa KOMOUHUPOBAHHAS Mepanus ¢ npumeHeHuem 2
AHMUKOHBYAbCAHMO8 (Kapbomasenuwn, npeeabaiuw), anmudenpeccanma
(pesapun), gpaynepmuna manream. Ilposeden Kypc aHmuokcudanmuoii me-
panuu, ¢uzuoneuerue. boin docmuenym uacmuunblii 3¢hghekm. BoavHomy
Oblna peKomMeH008aHa NOBMOPHAS YCMAHOBKA NUOYPANbHBIX INEKMPO00s
0415 npogedeHUs CHUHANLHOU HeUPOCMUMYAAUUU.

ITo nanaeim nccnenoBanus R.E. Ferner 1 coaBT., ObUI cliejlaH BHIBO
0 BO3MOXXHOM TFeHETUYECKU IeTePMUHUPOBAaHHOM (D bY3HOM Helipo-
rmaTuyeckoMm mpotecce y naueHToB HO 1. OnHako KOHKPETHBIN TeHO-
TUIN He OBbUT OoMmMcaH (MMETWCh Pa3IvuyHble W3MEHEHUsI Ha TeHHOM
ypoBHe). [ucToornyeckoe HMCCIeIOBaHWE IOKAa3ajl0, YTO HEWpo-
GubpoMBbI comepkaT mBaHHOBCKUE KIeTKU (10 80 %), pubpobiaacTsl,
MepyuHeBpaIbHbIe KIECTKM W aKCOHbI. B OCHOBe ToJHeWpomnaThuu
npu HD1 jiexxut HapylieHre B3auMOISHCTBUST MEXTy IIBAHHOBCKUMU
KJeTkamu, pubdpodiaactaMu U TIepUHEBPUEM.

BbiBoapl. OcOOEHHOCTH KJIMHUYECKUX MPOSIBJICHUI (HaTM4Ke Bbl-
paxeHHoro 60JiIeBOro cuHapoma), faHHbie O9MI u Y3U HepBoB (BoBJIE-
YeHue Kak CeHCOPHBIX, TAK 1 MOTOPHBIX BOJIOKOH), BBISIBJIEHHbIC HAMU
y GosbHOro ¢ H®1, HeGOJbIIOe KOJIMUYECTBO OMUCAHUIA TMOTOOHBIX
CJTy4aeB B IUTEPAType CBUICTENILCTBYIOT O HEOOXOMMMOCTH AaTbHEMIIIe-
TO U3yYeHHUsI TOpakeHUsI TieprudepruecKoil HEpBHOM CUCTEMBI Y GOJTb-
HBIX HEHPOKOXHBIMU 3200I€BAHUSIMH.

NudhchepenyupoBaHHblil NoAXoA
K husuyeckoii abunumayuu
npu 6onesxu LWapko-Mapu-Tyma

H.A. IlInaiinep, C.U. TonyapoBa
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HacnencrBennas Heiiponatust Lllapko—Mapu—Tyra (HHLILIMT) —
JiereHepaTrMBHOE 3a00J1eBaHKE, COMIPOBOXAAIOLIEECS Pa3BUTUEM ITPOrpec-
CUpYIOLIE MbIlIeYHON clabdocT, creurdUYecKux ABUTATEIbHbBIX
U yyBcTBUTEIbHBIX HapyweHnit. HHILIMT — HauGosee yacto BcTpeva-
fowasicst hopMa Hac/IeACTBEHHbIX HelipornaTuii. PacripocTpaHeHHOCTD ee
B Poccuu Bapbupyet ot 7,14 no 13,3 Ha 100 Thic. HaceJeHUsI B pa3HbIX
permoHax u cocrasisieT okoso 80 % oT 0011iero yncia BceX HacleaCTBeH-
HbIX HelipornaTuii. B HacTos1ee BpeMs IPUHSTO BbIICJISATh 3 OCHOBHbIE
¢dopmbl HHIIMT: geMueMHU3UpYIOLLY10, aKCOHAIBHYIO U aKCOHAIBHO-
NEMUEIMHU3UPYIOLIETo TUMa (cMelaHHbIi Tui). HecMoTpst Ha yeriexu
B MOHMMaHMM NPUYMH AAHHOTO 3a00JieBaHUsI, CBSI3AHHBIX C HUM
MaTOreHeTUYECKUX M3MEHEHMI, B HacTosllee BpeMsl BEAylLIyl0 pOJib
B mojyiepxKaHuu Kadectsa ku3Hu 6osbHbiXx HHILIMT urparot Hemeau-
KaMEHTO3HbIE METO/IbI JIEYEHMUSI.

Ienb uccienoBanus — HayyHOe OOOCHOBaHUE, BHEIPEHUE HOBBIX
KOHUENTYaJIbHbIX HAIpaBIeHUI (METOANYECKUX U METOAO0JIOIMYECKUX
MHHOBaUMii) B MyJIbTUHOPMHOM aub(HepeHIIMPOBAHHOM UCIOJIb30Ba-
HUM HEMEIUKAMEHTO3HbIX METOAOB JieueHUs Kak adduinapHoit
COCTaBJISIONICH KOMIUIEKCHOM abunuTauuu 6oapHbix HHIIMT.

Marepuasbi 4 MeTobl. OOBEKTOM JAHHOTO UCCIIEI0OBAHUS SIBIISIOT-
cs1 50 60obHBIX ¢ pa3zBepHyTOi cTanueir HHIIIMT My»KCKOro 1 )KeHCKO-
TO IT0JIa B BO3pacTe OT 5 1o 65 JeT, Mearana Bo3pacta — 29 (19—41) er,
COCTOSIIIIME Ha Y4YeTe B HEBPOJOIMUYECKOM LIEHTPE 3MUJIENTOJIOIMHU,
HEMPOreHEeTUKU U UCCIIEAOBaHUSI MO3ra YHMBEPCUTETCKON KIMHUKU
KpacI'MYVY um. nnpod. B.®D. BoiiHo-fceHernkoro.

Pesyasrarsl. Briepsbie Hamu ObL1 pazpabotaH qudhepeHIIMPOBaHHbII
Moaxoj K BeIOOpY HemeaukaMmeHTo3Horo Jjiedenusi HHIIMT ¢ yuetom
THMa 3a00J1eBaHUS (aAKCOHAJIbHBIN, IEMUETMHU3UPYIOLLMI, CMELIAHHBIA),
JNIAHHBIX CTUMYJISLMOHHON DMI, BbIpaXXEHHOCTU [BUIraTeJIbHBIX pac-
CTPOICTB M BEI€TaTUBHOIO CTaTyca MalMeHTa, ONPEeIesIieMOro ¢ MOMOILBIO
(YHKIMOHAIBHBIX ITP00. ATIpOOMpPOBaHHbIE U MOITU(DULIMPOBAHHBIC HAMU
MeTosbl husndeckoit adbunutauuu npu HHILIMT: dusuorepanus, 6aib-
HeoTepanusi, JIeueOHbIN Maccaxk (pyaHOit 1 armapatHbiii), TOK, oprore-
IMYecKoe JieueHue, nocruzomerpuueckas peiakcauust (ITHAP) mbii,
MaHyaJibHasl Teparus, IMeToTeparivs.

3anayamu ¢usunueckoii abunuraumu npyu HHIIMT 6butu: obec-
re4YeHue BO3MOXHOCTH CAMOCTOSITEJIbHOTO MepeBUKEHUS, YIydllIeHUue
OIOPHBIX (PYHKLMIA, MpeoTBpalleHre AeopMalitii CTOn U TpaBMaTH-
3alMM TOJIEHOCTOITHBIX CYCTaBOB, KYNUPOBaHUE 0OJIEBOTO CUHApPOMA,
yJIy4dlIeHre HEPBHO-MBILLIEYHOM MTPOBOAMMOCTU, CTUMYJISILIS aKCOHAITb-
HOTO pocTa, YaydylleHus: TpohUuuecKuX (PyHKUMA HEPBHOUM CHUCTEMBI,
KOpPpEeKIIMsI BereTaTuBHOro craTtyca rauenTos ¢ HHILIMT.

Dusznyeckue GHakTOpbl pasaesyIUCh M0 CIEAYIOMEMY MPUHIIUITY:
y OOJIBHBIX C IPEUMYLIECTBEHHBIM IEMUETMHU3UPYIOLIMM TUITIOM Topa-



Konghepenyuu, cumnosuymot, coseuanus

HepBHo-MbiweyHbie BOJIE3HH

>KEHUSI MIPEATTOYTEHUE OTAABAIA SH3UMOCTUMYTUPYIOLIUM (JIEKAPCTBEH-
HBII 251eKTpodope3 CTUMYJISITOPOB MeTaboyn3Ma, Je4eOHbli Maccax,
MOABOJHBIN AyllI-Maccax, apoMaTuieckue, yasrpadoHodopes cTumy-
JISTOPOB MeTaboIM3Ma — TMpernaparbl HATUBHOM rpsi3u) U TPOOCTUMY-
JIMPYIOLIMM MeTojaM (TMeJIOuA0Teparnus, TajgaccoTeparnusi, BO3AyLIHbIE
BaHHBI). [1py NMperMyILIECTBEHHO aKCOHATbHOM THUIIE MOPaKEHUS UC-
MOJIb30BAJIMCH METObI, pa3apaxalouie cBOOOIHbIE HEPBHbIE OKOHYA-
HUsl (MECTHbIE TOPYMYHbBIE BaHHBI, TapCOHBAIM3ALMS, YIBTpAaTOHTEpa-
nust), cocyiopacluupsiionye (3;1eKTpodopes cocynopaciliupsIoLnx
npernaparon), TpPOOCTUMYIUPYIOLIME (HU3KOYACTOTHAsI MAarHUTOTEpa-
Musi, MarHUTO(Ope3 CTUMYJISITOPOB MeTaboM3Ma) MeTolbl. Briepsbie
Hamu ObUIa NMPUMEHEeHa METOIMKAa MarHuTodopesa HaTUBHOMW IPS3bIO
y 6071bHO# ¢ akcoHasibHBIM TUIIOM HHILIMT u comyTtcTBytoweit anu-
JIericueit B craauu papMakoOMHAYLIMPOBAHHON PEMUCCUN.

TTpu Hammuuu nepudepryeckrx nape3oB UCIOIb30BaIM HEUPOMU-
OCTUMYJISILMIO MbIL ¢ yyeromM DOMI-usmenenuit (I-IITA cragus
1o naHHbIM DHMI). [TapameTpbl TOKA 151 3JIEKTPOCTUMYJISILIMU BHIOM -
paJiv 1o Kjaccuyeckoi Metoauke. Kaxabiii mauueHT noMumo (pusuo-
nedeHust noxydan kype JIOK ¢ snemenramu crpeitu-tepanuu, [TUP.
Kowmriekc JIOK 6bUT cocTaBiieH sl KaXKIOTO MAllMEeHTa MHIWBUIYATb-
HO, 1T0100p CUJIOBOI HArPY3KH OCYLIECTBIISUIN C y4ETOM BBIPAXKEHHOCTH
nape3oB (1o mkazie JloeTra).

MeToauky Maccaxa NOAOMPAIM C y4eTOM KIMHUYECKOM CTanuu 3a-
OoJsieBaHuUs. B cTaguu HauaIbHBIX KIMHUYECKUX MPOSIBICHUI C HATMYUEM
JleHepBAallMOHHO-PEMHHEPBALIMOHHBIX TpolieccoB [—II cTaguu ¢ Hapy-
LLIEHUEM IJTyOOKMX BUAOB YYBCTBUTEIBHOCTU U JIETKUMU TTape3aMu Mpe-
MOYTEHUE OTAABAIM arlapaTHOMY MAacCaxy B PEXHUME «KayalOLIMXCsh»
4acToT. B cTanuu pa3BepHyThIX KIMHUYECKUX MPOSIBICHUIT HAMU UCTIONb30-
BaJicsl U30MpaTebHbIN Maccax MapeTUYHbIX MbllIL. [Tpyu akcoHaTbHOM
TUIE 3a00JIeBaHUSI B CTaAMM PA3BEPHYTHIX KIMHUYECKUX MPOSIBICHUI
MPpY MPOBEJEHUN PYYHOIO Maccaxa UCIOJIb30BaJIM Maca, B COCTaB KOTO-
PbIX BXOJWJIU BELLECTBA, pa3paxkalolire CBOOOIHbIE HEPBHbIE OKOHYAHUSI.

Koppekunio BereTaTUBHOIO cTaTyca MPOBOLMUIN C YYETOM H0-
MUHUPYIOIIETO TUIA BEreTaTUBHOUM HEPBHOM CUCTEMBI (CUMIIAaTUYE-

CKUIA, MapacuMmnaTtuyeckuii). OCHOBHBIMU METOIAMM, KOTOPbIE MbI
WCTIOJb30BAIM ISl KOPPEKIIMU BEreTaTMBHOIO CTaTyca IMalueHTa,
ObUTM  OaJbHEOTepanusi, MarHUTOTEepaInus, BBICOKOYACTOTHAs
3JIEKTPOTEPAIUS.

Hawmu 6bu10 niposniedeHo 12 nmaumento ¢ HHILIMT. Menuana Bo3pacra
coctaBuia 28,5 (19—41) rona. [TomydeHbl caeayolye peaBapuTebHbIe
pe3yJIbTaThl: KyrupoBaHue 00J1eBOro CHHApoMa (apTpornaTtuyeckue 6om) —
B 30 % cnydaeB, KynupoBaHue Kpammu — B 70 %, HOpMaIM3alisi Berera-
TtuBHOTO cTatyca — B 90 %. Ilo manHeiM DMI crniekTpaibHasi IIOTHOCTh
MOIITHOCTH TI0 CEHCOPHBIM BOJIOKHAM TIPU JIEMUETMHU3UPYIOIIEM THTIC
TOpaXKeHMsI yBeJIMIMIAch B cpemHeM Ha 15 % y Bcex manmeHToB. Co cTopo-
HBI IICUXO3MOLIMOHAILHOTO CTaTyca YIyqllieHrue TOCTUTHYTO Y 98 % marm-
eHTOB. [To TaHHBIM KOMITBIOTEPHO# MaJIeCTe3MOMETPHUHN CHIDKEHIUE ITOPOTOB
BUOPAIIMOHHOM YYBCTBUTEILHOCTU B IIMPOKOH IMOJIOCE YACTOT BUOPALIK
(8, 16, 32, 64, 128, 250 u 500 Iir) ormeueHo B 38 % ciyyaes. Y 8,33 % ma-
LIMEHTOB HAOJIIOAAIOCH YITyUIlIeHNe TAKTUIBHOW Y OOJIEBOI TyBCTBUTE b~
Hoctu. Opronenuyeckoe jJeyeHue 6onbHbIx HHIIMT Brittouao B cedst 2
BUIa — KOHCepBaTMBHOe U onepaTuBHoe. Tombko 10 % Bcex GONBHBIX
HHILIMT HyXIanuch B orepaTUBHON KOPPEKIIUU.

TTocTostHHOE HOIIIEHKE OpPTE30B ObLIO TMOKa3aHO 25 % OOJbHbBIX.
[pu nucrnonbp30BaHUU OPTE30B HA KOJIEHHBII 1 TOJIEHOCTOIHBII CYyCTABbI
BO3MOXKHOCTb CAMOCTOSITEJTBHOTO TIepeABIXKEHMs BoccTaHoBjeHa B 100 %
CJIy4aes.

BoiBonel. [Tporpamma auddepeHimpoBaHHOro Bbibopa dusnye-
CKOI abuuTaluu MoxeT rmomoub rnanyeHTam ¢ HHIIMT nomgnepxu-
BaTh KAUeCTBO KM3HU Ha ONTUMATBHOM YPOBHE JIJIsI KOHKPETHOM CTaIK
pa3BUTHsI 3200JIeBaHUS, @ TAKXKE MAKCUMAJIbHO COXPAaHUTh (hU3MIeCKUe
U TICUXOCOLMATbHbIE (GDYHKIINY MAIUeHTa U TEM CaMbIM YJIYYIITUTh Kade-
CTBO XW3HU 00sbHBIX. JuddepeHurpoBaHHas abUIMTaMOHHAS TTPO-
rpaMMa SIBJISIETCSI MATOTCeHETHMYECKHM OOOCHOBAHHOM M ITO3BOJISIET
MUHMMU3UPOBATH TIPOSIBJICHHSI COMYTCTBYIOIINX 3a00JI€BaHUA, TPEI0-
TBPATUTh WM YMEHBIIUTH (PU3NUECKYIO HETPYIOCTIOCOOHOCTh MallMeHTa,
YTO CIMIOCOOCTBYET CO3MaHMIO OJIArONMPUSITHBIX YCIOBUI TS TTOJTHOIICH-
HOIM MHTETPALIMU eTO B OOIIECTBO.
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