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Hereditary neuropathy with liability to pressure palsies (HNPP) is a rare hereditary disorder characterized by recurrent episodes of nerve
compression. The first attack usually occurs in the second or third decade of life. In the majority of cases, HNPP is associated with a
mutation at chromosome 17 p11.2-12 comprising the gene encoding peripheral myelin protein 22 (PMP22). Here we present a case report
of a 43-year-old male with HNPP confirmed by DNA testing. The patient complained of recurrent episodes of bilateral foot extensor mus-
cles weakness and/or hyperesthesia on the outer surface of the hands and forearms, which started after a prolonged posture maintaining
and without evident precipitating factors. We also describe typical clinical, electrophysiological, and nerve ultrasound characteristics of
the disease.
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HacnencrBenHast HeBpomaTHsl O CKJIOHHOCTBIO K Tlapa- npeccreil B aHaTOMUYECKU Y3KMX KaHalaX M TpaBMaMU TIepy-
smdam ot caasienusi (HHCIIC) — 3aboneBaHue ¢ ayTOCOMHO- depuueckux HepBoB [1-3]. B 80% ciyuaeB 3aboneBaHne 00y-
JTOMUHAHTHBIM TUIIOM HAaCJIeIOBaHMSI, K OCHOBHBIM KJIWHUYE- CJIOBJICHO JeJielineit B 061acTi XxpoMocombl 17 p11.2-12, 3axBa-
CKUM MPOSIBICHUEM KOTOPOIO OTHOCSTCS PEeLUIMBUPYIOLINE ThIBatoIEeH obacTb reHa PM P22 [4]. B 20% ciiydaeB BO3MOXKHBI
MOTOPHO-CEHCOPHbIE MOHOHEBPOMNATUU, O0YCIOBJIEHHbBIE KOM- ToukoBble MyTauuu |1, 5]. Knunuueckuii ne0oT 00J1e3HU Hau-
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0oJiee YacTO MPUXOMUTCS Ha BTOPOE WJIM TPEThE NECITUICTHE
sxku3Hu. Pacnipoctpanennocts HHCIIC cocrasnsier 5—16 ciy-
yaeB Ha 100 Teic. HaceneHwus [5].

Hctopusi wusyyeHus 3abosieBaHUS BeleT Hayalo
¢ 1899 r., korna I'U. Pocconumo Brnepsbie onucan HHCITC
KaK caMocTosTeJlbHOe 3a0osieBaHue. B 1947 r. ronnanackuii
HeBposior de Jong cooOLIMI O CeMbe U3 YeThIpeX YeJIOBEK,
B TPEX MOKOJICHUSIX KOTOPOI HaOIt0Aaaach peLUANBUPYIOIIAsT
HeBpoIaTusl Majao0epIIOBbIX HEPBOB. ABTOD CBsI3ajl pa3BUTHE
0oJie3HM C XapaKTepHBIM BUIOM (U3NYECKOU HArpy3KH,
a UMEHHO — c0o cOopoM KapTodes B TOJIOXKEHUN «Ha KOPTOU-
Kax», B CBSI3U € 4eM 3abojieBaHMe TOJyINIIO Ha3BaHUE «ITapa-
JINY KOTMAJIBIIUKOB KJIyOHel». [eHeTnueckas mpupoja 3aboje-
BaHUs BHepBble OblIa ycTaHoBIeHa B 1993 . P. Chance u co-
aBT. [4].

Hecmotps Ha miurtenbsHyo ucroputo usydyenuss HHCIIC
1 00JIbLIIOE KOJIMYECTBO MyOJIMKALUMiA B MUPOBOI HayYHOI JTUTe-
paType, B HacTosIllee BpeMs OTCYTCTBYIOT OOILETIPUHSTbIE 1Uar-
HOCTUYECKHUE KPUTEPUU ITOTO 3a00JeBaHUsI, YTO 3a4acTylo 3a-
TPYIHSIET MOCTAHOBKY KIIMHUYECKOTO ArarHo3a. OcTaercst akTy-
aJbHBIM BOTIPOC ONMTHUMATbHON TAaKTUKU BENEHUS TMAlEHTOB
¢ HHCIIC.

[MpuBoanM KIMHUYECKOE HAOMIONCHNE.

Hayuenm JI., 43 nem, nocmynun ¢ Kaunuky nepeHuix 601e3-
neit (KHB) Ceuenosckoeo Ynusepcumema c xycarobamu Ha caa-
b60cmb MblUY, CMON, NPEUMYU,eCMBEHHO CNPasa, <WAenaHue» npa-
601l cmonvl npu x00bbe; «noxyoawue» 2oaeHeil, Cmon U Kucmeli;
ouyujerue onemenus ¢ IV—V naavyax xucmeii u no napyicHoil no-
8epPXHOCMU 20/1€Hell U CHON.

H3 anamnesa uzeecmmno, umo 6 éozpacme 20 nrem nayuenm
enepevie ommemun 3NU300bl CAAOOCMU U OHEMEeHUs 8 1e60il KUC-
mu, Komopbvle 803HUKAAU NOCAEe HOYHO2O CHA U NPpU 3AHAMUSIX
¢ eanmensamu. B eospacme 22 nem npu npoxoixcoenuu meouyuH-
CKOll Komuccuu 0vlaa 00HapydceHa caabocms Mvluly €60t Kucmu,
KOmopas 3amem camocmosimensHo peepeccupoganra. B danvheii-
uem dguecamenvhble U 4y8CmeUmenvHvle HapyuleHus 8 pyKkax npo-
mekaau ¢ nepuodamu 000CMpPeHUll U CHOHMAHHBIX DPEeMUCCUIL.
3a meduyunckoit nomoubio He obpawarcs. B eospacme 34 nem
nayueHm ommemua nepuooutecKoe nossaeHue caAabocmu 8 Molui-
yax cmon, komopoe, 00HAKo, He 0e3a0anmuposano e2o 8 nogce-
OHEeBHOIl JCU3HU U CAMOCMOAMENbHO Pe2peccuposano 8 meuexue
Heckoabkux OHell. 3a dea 200a 00 nocaedueil e0CnUMaiu3ayuu
6 KHB ocmpo 6e3 eudumbix npu4uH pazeuidacy caabocmo 6 1e6oil
cmone, komopas coxpausiace 3—4 mec, conpogoxcdanace euno-
mpodghueil Mbluly, cmonsl U 20aeHu, a 3amem peepeccuposana. Ila-
yuenm obpamun GHUMAHUE HA CE30HHbII XapaKkmep HAPACMAHUSI
CUMNMOMO8: INU300bL CAAOOCIU U OHEMEHUsl 8 KOHEUHOCAX UMe-
AU MAKCUMANLHYIO YACMOMY U 8bIPAICEHHOCMb 8 NepUuoo ¢ Mapma
no cenmsopb.

Ha npomsaxcenuu ececo yxazannoeo epemenu nayueHm Ha-
61100445 8 PA3NUHHBIX MEOUYUHCKUX YUPeNCOeHUSX C OUACHO3AMU:
«PACCesHHbLI CKAeP03», «001e3Hb 08UAMENbHO20 HEUPOHA», <MYH-
HeAbHAs! HeBPONAMUS, <OCMEO0XOHOPO3 N0360HOUHUKA». TIpo6odu-
10Cb AeveHue npenapamamu anb@a-aunoegoil KUuciomol, UMamu-
Ho6 epynnul B — 6e3 agppekma. C yeavio sepupurxauuu ouaeHoza
u onpedenenus maxkmuku aewerus 6 aecycme 2018 e. nayuenm
enepevie nocmynun ¢ KHB. [Ipu nocmynaenuu npedssensn jxcano-
0bl Ha cr1abocmb 8 HO2AX, PA3BUBULYIOCS NOCAE ONUMENbHO20 Npedbl-
8aHUs 8 PUKCUPOBAHHOM NOAOICEHUU (3ACHYA C NePEKUHYMbIMU Ye-
pe3 NOON0KOMHUK OUBAHA HO2AMUL).
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B Hnesponocuneckom cmamyce: CHUdCEHUE CYXONCUNbHBIX
U nepuoCmanbHblX pepaexcos 6epxXHUX KoHeyHocmell, b6osee 8bi-
padcenHoe caeea; OMcymcemaue KoAeHHbIX pedhieKcos, CHUNCeHUe
axunnoswix peaekcos; 6oseeas eunecmesus NO HApYICHOU No-
6epxHoCmMU Kucmell u npeoniequil, a maxkjice no HapyicHoi no-
8epXHOCMU 20/€Hell U CIMON; CHUMCeHUe 8UOPAUUOHHOU YY8CM -
gumeavHocmu ¢ cmonax (1—2 6aana), Ha yposHe KOAEHHbIX CY-
cmasog (5—6 6ann08), Ha yposue epebHell N008300ULHBIX KOC-
meil (8 6annos); Heycmoiivugocms 6 npobe Pomobepea. Cuaa
8 NPOKCUMANBHBIX U OUCMANbHbIX 2DYANAX MbLULY, KOHEeYHOCHmell
ovLra docmamounoil (5 6annos). Odnako obpawano Ha cebs 6HU-
Mauue Haauuue UNOMPOPUU Moy 20AeHell, MeNCKOCMHbIX
MblYy, Kucmell, meHapa u cunomeHapa, 0e@opmayus cmon no
MUuny «noaoi CMmonwvl».

IIpu cbope Hacredcmeennoeo anamue3a 6blA0 YCMAHOBAEHO,
Umo y poOCMBEeHHUKO8 NAyueHma HAacaedcmeeHHble HepeHO-Mbl-
uieuHvle 3a001e6aHUS He BbIABASINUCD.

C yuemom KAuUHU4eCKOl KapmuHvl npogoousacs ouggeper-
yuanvhas OUazHOCMuUKa medicdy HacaeoCmeeHHbIMU U NPUOOpemeH-
HbIMU ACUMMEMPUHHbIMU HEEPONAMUSIMU.

Ilpu uccaedosanuu yepebpocnunHarbHoll HUOKOCMuU onpede-
ASACs ee Hopmanwhblil cocmag. [Iposedena snekmponeiipomuoepa-
us (PHMT) ¢ uccaedosanuem 10kmesoeo, cpedurHo2o, marooep-
1068020 HEPBO8, NO Pe3yabmamam KOomopol Gbl6AeHO NopajiceHue
MOMOPHbIX U CEHCOPHBIX 80A0KOH UCCAE008AHHbIX HEPBOB C NPUSHA-
Kamu MUeauHonamuu u aKcoHonamuu, 6oaee 8blpajiceHHoe 6 HUuic-
HUX KOHeyHocmsax (maba. 1).

Ha ocnoseanuu odamnvix anamuesza (debom 3abonesanus
6 so3pacme 20 nem, 603HUKHOBeHUEe CAAOOCMU 8 KOHEUHOCHSX NO-
cne npebbléanus 6 UKCUPOBAHHOL NO3e), Pe3VAbMamos Heapoao-
2UUeCcK020 ocMompa (ACUMMEMPUYHAs 2UNOMPOpUs Mbluly, 2one-
Hell u kucmeil), danHoix DHMI-uccaedosanus (axconarvHo-oe-
MUeAUHU3UPYIouee nopajicerue Hepeog KoHeuHocmetl) oocyncoan-
¢ 0uaeHo3 00HOIL U3 (hOpM HACAEOCTNBEHHBIX ACUMMEMPUYHBIX MO-
MOpPHO-ceHCcopHbIX Heeponamuil. 1o pesyibmamam mMoaeKyAspHO-
2eHemuU1eckK020 UCCAe008aHUsT MyMAayUil 8 UcCAe008aHHbIX 2eHaX
He OblLA0 BbISAGNEHO.

Yepes 6 mec nayuenm 0ObLi NOBMOPHO 20CHUMAAUBUPOBAH
6 KHb ¢ ycanobamu Ha crabocms u ouyujeHue OHeMeHUs 8 1e8biX
KoHeunocmsax. Ilpu Hesponoeuueckom ocmompe OMMeUANOCH
CHUDJICEHUE CUNbL 8 paA32UOAmensixX Neoli CIONbL U MblUYAX KUCmu
do 4 6aanoe (6 npaswix kKoneuHocmax — 5 6annos). Buiseneno cru-
JHCeHUe CYXONCUNLHBIX U NEPUOCMANbHBIX PePAeKCO8 GePXHUX KO-
HeuHocmell; omcymcmeue KOACHHbIX U aXuil08biX pedaexcos
¢ 08YX CMOPOH, eunecmesust N0 HAPYICHOU NOBEPXHOCMU KUcmell
u npeonaeyuil, N0 HapYICHOIU NOBEPXHOCMU 20AeHel U CMON, CHU-
JHCeHUe BUOPAUUOHHOU YY8CMEUMENbHOCMU 00 YPOGHs epebHell
Nn008300UIHbIX KOCHEL.

Boinoanena ueonvuamas snekmpomuoepagpus (IMI), pe-
3YAbMamusl KOMOpPoil NO360AUAU 006eKMUBUSUPOBAMb HEBPANbHbLI
YDOBeHb NOPAdICeHUs: ¢ OMCYMCMEUeM NPU3HAK08 meKyujeil Oerep-
eayuu (maba. 2).

Ilpu yavmpazsykoeom uccredosanuu (Y3H) nepugpepuue-
CKUX Hep8o8 0OHAPYICEHO yMepeHHOe YMOoaueHue NPOKCUMANbHbIX
0m0enn8 cpeduHHO20 U N0KMeB020 HepPBo8 Ceea C Y8eauveHuem
nepeuunbix kopeuikos na yposie C, u C\,u ymepennsim ymonujer-
em Manobepyo6020 Hepea Ha ypoGHe KOACHHO20 CYCMABA C PAGHO-
MepHbIM pacuiuperuem nyukogolx cmpykmyp. Ilo wikare UPSS
(Ultrasound Pattern Sum Score) — 5 6an1106. Bvinoaneno noemop-
HOe uccaedo8anue yepedpoCnUHAAbHOU HCUOKOCHU, He BbiseusuLee
namono2uMecKux OmKAOHeHU.
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Ha ocnosanuu kaunuueckoii kKapmuHsl (604HO00PA3HO
npoepeccupyrouee meuernue 3a004e6aHuUs ¢ NepUOOAMU PeMUC-
cuil u obocmpenuil), pe3yabmamos UHCMPYMeHMaIbHblX Memo-
dos uccaedosanus (Ouggysnas demuerunusayus no OaAHHbIM
DHMT, nposoneuposannoe ygeauuenue niouadu NonepeueHo2o
ceuenus — IIIIC — nopajxcennvix Hepgoe no dannvim Y3H),
a makoice ompUyAmMenbHbIX pe3yabmamos MoAeKYAAPHO-2eHe-
MuUYecKo2o Uccre008aHus YCMAaHO8AeH O0uaeHo3 OUCMAAbHOIL
MOMOPHO-CEHCOPHOU OeMUCAUHUSUPYIOUWell NOAUHEe8PONnamuu
JuzummyrHo20 2enesa. Hasznauena ummynocynpeccusanas me-
panus MemuanpeOHU3040HOM u3 pacuema I me/ke maccol meaa
(70 me/cym), uepedys ¢ do3o0ii 32 me/cym, Komopyio nayuenm
noayuan ¢ meuenue 3 mec. Ilonoxcumenvroeo s¢pghexkma om npo-

600UMOil mepanuu He 0mMMe4anoch, MemuanpeoHUu30A0H Obla
OMMEHEH.

Ilayuenm 6no6b eocnumanusupoeéan ¢ KHb oas ymounenus
duaenosa.

B neeponocuueckom cmamyce — eunompogpusa muiuiy, eone-
Hell, bosee gvipadceHHas cnpaga, 0egpopmayuss Cmon no muny pes
cavus, eunompo@us MeICKOCMHbIX MblulY, KUcmeli, meHapa u u-
nomenapa, 6onee evipaxcennas cnpaga. Ommeuanuce carabocms
MENCKOCMHbIX MblulY, pazeubameneli nasvyes pyk (cnpasa do 3 ban-
108, caesa 00 4 6aan08), crabocms pazeubameneil cmonwvt u 601b-
woeo naavya (caeea do 3 6anrnos, cnpasa 0o 2 basnos). Cusa ceu-
bameneil cmon 6viaa docmamounoil. Ommeuanracs eunecmesus no
HapyjcHoil nogepxHocmu Kucmeil U npeonaeuuil, a makajce eune-
cme3us N0 HapYJICHOU NO8EPXHOCMU 201e-
Heti u cmon. Iloaoxcumenvrulii cumnmom

Ta6nuua 1. Hunamuka 9HMTI-nokazameneit nayuenma JI.
Table | Foll NCS . . tient L Tunens 6 obaacmu KyOUmManrbHO20 KAHAAA
. - r r . .
able ollow-up of parameters in patten caeea. CrudceHue 8UOPAUUOHHOU 4Y8CM -
Tloka3arens Asrycr 2018 1. Hroms 2019 1. gumenvHocmu 0o uyp 06Hs epebHell noo-
830owHbx Kocmel. Obpawaru Ha cebs
N. medianus sin.: 3ansctbe [lpennieuse  [lieyo 3ansictbe [penmneube  [lneuo BHUMAHUE NOX00KA NAUUeHma ¢ 1eMeH-
mamu «cmennajca», 3ampyoHeHue npu
Al, MB 5,8 5,7 6,9 2,9 2,1 2,1
6CMABAHUU HA NAMKU.
JUT, mc 6,4 5,8 B ounamuke npogedenvt s1eKmpo-
@u3suonoeuueckoe u Heilpoconoepaghuue-
CPB, w/c 47,8 36,5 44 45 CKOe Uccne008aHus Hepeog KOHeHHOCHell.
A.,.. MKB 3,0 5,0 Pezyaomamor DHMI: npu uccaedoéanuu
1€6020 cpeOUHH020 Hep8a BbleAAemcs No-
CPB, . M/C 21 padicerue MOMOPHbIX 60A0KOH HA NpPOMs-
. JCEHUU U CEHCOPHBIX B0A0KOH NO CMeUlaH-
N. peroneus sin.: JlogbDkka Tonennr IlomkonenHas Jlombokka Tonennr  IlonkoneHHas
vl oy HOMY aKCOHANbHO-0eMUEeAUHUIUPYIOULeMY
muny. [lpu uccaedosanuu Hepeos HUNCHUX
Al, MB 1,7 0,7 0,9 0,7 0,3 0,1 KOHeuHoCmell — HNopadiceHue MOMOPHbIX
B0N0KOH MAN00epPU08bIX Hepeos no cme-
JUT, e 2,7 2,5 Pu P
WAHHOMY AKCOHANbHO-0eMUCAUHUSUDYIO-
CPB, m/c 33 33 32 24,6 wemy muny. CeHcopHble omeemvl npu uc-
C1e008aHUU HEPBO8 HUJICHUX KOHeUHOCHell
A .iic.» MKB He peructpupyercs He peructpupyercs

He NoAy4eHbl, UMO Cceudemenbcmeyem

N. ulnaris sin.:  3amsicree Tlpen- Jlokors Iliedo H/I 0 epyboM GKCOHANDHOM NOPAdICeHUU CeH-
TieYbe COpHbIX 6010KOH Hepeos (puc. 1—4; cm.
AL B 75 py Y 18 maba. 1). B yerom ommeuarace ompuya-
oM ’ ’ ’ ’ /1 menvbHas OUHamuxka 6 eude ycyeybneHus
UT, mc 3,5 H/1 AKCOHANbHO20 NOPAXCeHUsI U YXYOUleHUs
npogooumocmu no MOMOPHbIM BONOKHAM
CPB, m/c 474 22,0 45,0 H/IL 126020 Man00epu06020 U 16020 CPEOUHHO-
20 Hepaoa.
A eies MKB 3,0 H/IL P
Ilpu nposedenuu Y3HU ommeuanoce
CPB,,,., M/c 32,5 H/I YMepeHHoe YMmoAaujeHue NpoKCUMANbHbIX
0moeno6 cpeduHH020 U N10KMeB020 Hep8o8
N. peroneus dex.: H/I Jlonppkka Tonens  [lonkoneHHas
MK cneea ¢ ygeauveHuem nepeutHviX Kopeul-
koe na yposne C,, u C, u ymepennvim
Al, MB H/I 0,3 0,2 0,2 YmoaweHueM Mano0epy06020 Hepsa Ha
06He KO0NeHH020 CYCmaea ¢ pasHomep-
T, Mc i 43 yp y p 74
HbIM pacuiuperHuem ny4Ko8blX CHpPYKmyp.
CPB, m/c H/I 38 21 Buvissnenvr Y3HU-npusnaxku kapnansvHozo
U KyoumanbHo2o MmyHHeAbHbIX CUHOPOMOG
A ciic» MKB H/I He peructpupyercs

Ilpumenanue. A1 — amruinTya HeraTUBHOM (a3l M-0TBeTa NPU CTUMYJISILIMM HEPBA B IUCTAJIbHON TOUKE
(MB); IJT — nucranbHas aTeHTHOCTH, CPB — ckopocThb pacripoctpaHeHust BO3OYKIEHUsI IO MOTOPHBIM BO-
JIOKHAaM HepBa; A, . — aMILIMTY[a YyBCTBUTE/IbHOTO noteHuuana; CPB = — ckopocTb pacnipocTpaHeHUsS

BO30Y>KIIEHUSI IO CEHCOPHBIM BOJIOKHAM; H/,E[ — HET JaHHbIX (1oKa3aresb He uccienoBaics). 2KupHbIM
wprdTOM BbIIEICHBl M3MEHEHHbIE [T0Ka3aTelu.

¢ npoaoHeauuel uzMeHeHui NPOKCUMAanb-
Hee anamomuueckux Kauanos. Ilpu uc-
cnedoganuu cpeduHHo20 Hepea — yeenu-
venue IIIIC na yposHe KapnaibHo2o Ka-
Hana cnpasa do 17 mm?, caega do 15 mm?
(nopma — 11,1 mm?). Jlokmegole nepaol Ha
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YPOBHe A0KMe8020 cycmasa: cnpasa
HIIC do 11 mm?, cneea — 9 mm? (Hopma —
13,2 mm?). UPSS — 5 6annos. B cpashe-
Huu ¢ npogedennvim panee Y3HU nepeoe
OmMmeuanace OMpuUyamenbHas OUHAMUKA
6 eude yeeauuenus IIIIC cpedunnoeo
U N0KMeB020 Hepeo8 Ha ypogHe cpedHell
mpemu naeua, a makyce Y3U-npusnakos
KapnanvHo2o u KyOumanbHo20 MyHHeNb-
HBIX CUHOPOMOS.

Taxum obpazom, debrom 3abone6a-
HUA 8 MOA00OM 803pacme, peyuoUsuUpyIo-
wue acummempuyHvie napesv. paseuda-
meneil cmon, eunecmesusi N0 HAPYICHOU
nogepxmocmu Kucmeil u npeoniexui,
603HUKAIOWUEe NOCAe OAUMENbHO2O Npe-
Obl8aHUS 6 (PUKCUPOBAHHOU No3e, A MAaK-
dce 0e3 0uegUOHO20 NPOBOUUDYIOUE0
¢akmopa, daunvie Hellpogusuonsocute-
CK020 U HeilpocoHoepaguueckoeo uccae-
d06aHUll c8UOeMeNbCMBOBANU & NOAb3Y
HHCIIC.

Ilayuenmy noemopro nposedero
MONEKYAAPHO-2eHemUu1ecKoe Uuccaedoea-
nue. Obuapyscena Oeneyusi IK30H08 2—5
eena PMP22 6 eemeposueommnom cocmosi-
HUU, 4mMo N03804U10 NoOmeepoums duae-
no3 HHCIIC.

Obcymnenue

IIpencraBieHHOe KIMHUYECKOE
HaOJIIOJEHUE JEeMOHCTPUPYET CJIOXK-
HOCTb TuddepeHInaTIbHON TUarHOCTH -
KA B CIIydyassX MHOXECTBEHHBIX acuM-
METPUYHBIX MOHOHeBpomartuii. CiemyeT
paccMaTpuBaTh IMUPOKUN KPYT HEBPO-
JIOTUYECKUX U CUCTEMHBIX 3abojieBa-
HUI, TIPU KOTOPBIX OHU MOTYT BCTpe-

yaTbCsd, K WX YHUCIYy OTHOCHUTCS
u HHCIIC.
Haubonee  pacnpocTpaHeHHbIEe

KJIMHUYECKUE MPOSIBIEHUSI MOHOHEBPO-
natuit mpu HHCIIC Bxiovatot (B mo-
psiiKe YOBbIBAaHMSI YacTOTHI): KOMIIpec-
CHMI0 Majo0epIIOBOTO HEpBa B HUOYIIAp-
HOM KaHalie, JJOKTEBOTO HepBa B KyOu-
TaJlbHOM KaHajle, CPEeIWHHOTO HepBa
B KapIaJlbHOM KaHaje [5—S8]. Beimenstor
cienytonie GeHOTUTIeCKe BApUAHThI
HHCIIC [5]:

1. Kiaccuyeckuii BapuaHT C TU-
MUYHBIMU 3MU30[aMU PELUIN-
BHUPYIOLIMX MOHOHEBPOMNATHUIA.

2. XpoHuueckasi BoCraauTelbHast
NeMUeMHU3UpPYIolasl MOJIH-
HeBponarust (XB/IT), mynabru-
¢dokanpHasg TpuoOpeTeHHas
NEeMUETMHU3UPYIOIIast CEHCOP-
HO-MOTOpHAas HEBPOIATUS
(MADSAM), momo6HOe CWH-
npomy [uiteHa—bappe pa3Butue.

KHAWHUYECKOE HABNWAEHHUE

Ta6auua 2. Hannvie, noayuennovie npu ueorvuamoit IMI nayuenma JI.
Table 2. EMG results in patient L.
M. interosseus dorsalis I dext.
8,4 (-16% 1805 (Hopma — 4007 (Hopma — 50% (nopma  I1D, [OB, MMd1 —
npu Hopme £12%) 700—1000) 1500) <10%) OTCYTCTBYIOT
M. tibialis anterior sin.
11,6 (HOpM™Ma) 2336,2 (Hopma — 5126 (Hopma — 25% (Hopma To xe

700—1000) 1500) <10%)

M. quadriceps femoris

8,9 (-23%
mpu Hopme +12%)

1746,8 (HOopMa —
350—600)

2745 (Hopma —
1500)

30% (Hopma
<10%)

« «

Ipumenanue. TIAE — noTeHUMas bl ABUTATEIbHBIX eanHULL; [T — noteHumans hudpmuisaunii; [TOB — mo-

JIOKUTEbHBIE OCTpbIe BOJHBI, [TD1 — noTeHuraIbl haclnKyJIsILHii.

Puc. 1. DHMT-u3o06pasncenue:
1e8blil CPeOUHHbLI Heps,
momopHvle gonokHa (urons 2019 2.)
Fig. 1. Nerve conduction study (NCS):
Left median nerve: motor fibers (July 2019)

Puc. 2. DHMT-u3o06paxcenue:
1e8blil CpeOUHHbLI Heps,
ceHcopHble 0n0KHa (utoas 2019 e.)
Fig. 2. NCS: Left median nerve:
sensory fibers (July 2019)

Puc. 3. DHMT-u3o06pasxncenue:
21e6blil Manodepyosblil Heps,
momopHvle gonokHa (urons 2019 2.)
Fig. 3. NCS: Left peroneal nerve:
motor fibers (July 2019)
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Puc. 4. DHMT-u3o06pasxncenue:
npaewlii Masodepyoswlil Heps,
MomopHvle 8onokHa (urons 2019 2.)
Fig. 4. NCS: Right peroneal nerve:
motor fibers (July 2019)
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HAWNHUYECKOE HABNKWAEHUE

3. PemunmuBupyomast WM XpoHUIecKas CeHCOpHasi HeB-
ponartus.

4. MHoxecTBeHHass MOHOHeBpormnatus. JdaHHyio (opmy
HHCIIC Heobxonumo nuddepeHIMpoBaTh ¢ MYJIbTH-
¢okaabHOIT MOTOPHOI HeBpomnaTueid. s mocnenHei
XapaKTepHO MOopaXKeHue IBUTraTeJIbHbIX HEPBOB KOHEY-
HOCTE ¢ HaJIMYMEeM MHOXKECTBEHHBIX OJJOKOB MpOBE-
JIEHUST B MECTaxX, HeTUITMYHBIX [UTSI TYHHEJIbHBIX HEBPO-
MMaTuii, BeISIBIsIEMbIX Tpy DHMI.

5. OnMUrocMMNTOMHBIN BapuaHT. MoOXeT UMUTHPOBATh
0001 BUA TYHHEIBHON HEBPOIIATUM, PaIuKyJIoIia-
TU10, Mapaiuy besia.

6. BeccumMntoMHblIit BapuaHT. Ero HajmMuue npesmnoJara-
etcs y 40% u 6onee 6onbHbIx HHCIIC.

C0XHOCTb OMUCAaHHOM KJIMHUYECKON CUTyalluu 00yC/10-
BJIEHA TE€M, UTO IPU TNepBoM obpareHuu ranueHta B KHbB npu
OLIEHKE HEBPOJIOTMYECKOTO CTaTyca IBUraTeIbHOro nedekra 06-
HapyxkeHo He Obu10. [Ipennonoxuts nuario3 HHCIIC no3so-
JIWJIM aHAMHECTUYECKUE JaHHbIe, CBUACTEIbCTBOBABIINE O Pe-
LUAMBUPYIOUIUX Mape3ax, MPOBOLIMPYEMBIX KOMITpeccUeil Hep-
BOB KOHEYHOCTEM, HAJIMUKME TUMTUYHBIX aHAMHECTUUECKHUX CBe-
neHuit (uMeroruiicss ¢akt Kommpeccuu). CreayeT OTMETHUT,
YTO Cy9aW C OTCYTCTBMEM JBUTATEIbHBIX U CEHCOPHBIX Hapy-
IIEHUWA HAa MOMEHT OOpallleHUs HepeaKO pacCMaTpUBAIOTCS
B paMKax ITCUXOT€HHBIX HEBPOJIOTMUECKUX paccTpoiicTB. OmHa-
KO BBISIBJISIEMbIe TIPYM WHCTPYMEHTATBHBIX MCCIAENOBAHUSIX W3-
MEeHEeHUs eprdeprIecKrX HEPBOB OMPOBEPraloT JaHHOE TpeI-
MOJIOXKEeHUE.

Jns HHCIIC xapaktepeH psii HEMpo(hU3NOJIOrMYecKuX
(eHoMeHOB. KiioueBbIM 3JIeKTPODU3NOIOTUUECKUM TIpU3HAa-
KOM SIBJISIETCSI MHOXKECTBEHHOE Pa3HOM CTENEHM BbIPaXKeHHO-
CTU JIOKAJIbHOE HapyllIeHue MTPOBEeICHUST BO30YXICHHUS 110 Hep-
BaM B MECTaxX, TUITMYHBIX TSI UX KOMITPECCUU: Ha YPOBHE JIyye-
3aIISICTHBIX CYCTaBOB (KapnaJibHble KaHaJIbl), JOKTEBBIX CyCTa-
BOB (KyOUTaJIbHBIC KaHAJIbI), KOJICHHBIX CYCTaBOB ((puOyIsIpHbIC
kaHaibl) [10—12]. BoaMoxXHO HamIre MPU3HAKOB AeMUETUHU -
3aUUM B KJIMHUYECKM WMHTAKTHBIX HepBax [l1]. BelsiBieHHbIE
y HabJTI01aeMOTO TIaIlMeHTa HapyIIeH!sI IIPOBOAMMOCTH T10 JIBU-
raTeJIbHbIM W YyBCTBUTEIbHBIM BOJIOKHAM HEPBOB KOHEYHOCTEM
npu OHMI -uccienoBaHum cieayer paccMaTpuBaTh He Kak Je-
MUEJIMHU3ALNI0, a KaK «IMCMUEIUMHOIATUIO», TTOCKOJbKY Je-
dexT nepudepudeckoro muenuna B ciaydasix HHCIIC reneru-
YeCcKH 00YCJIOBJIEH.

YV HabmomaeMoro mamueHta npu DHMI (cm. tabn. 1
u puc. 1—4) ormevanuch nud@y3Hoe CHUKEHUE CKOPOCTU pac-
MPOCTpaHEHMST BO3OYKIEHUSI, YBeIUUCHNE JUCTAIBHOM JIaTeH-
uu, 1eopMaimsi MOTOPHBIX OTBETOB, YTO CBUICTEIHCTBOBAJIO
0 pacIpocTpaHEeHHOM NiedekTe TepudepruiecKoro MueInHa uc-
CJIeOBAaHHBIX HEPBOB MTPU OTCYTCTBUM YETKUX TIPU3HAKOB TyH-
HeJIbHBIX HEBPOIIaTUIA, ¥ 3TO 3aTPYIHUIIO OTIpeNieIeHre HO30J10-
TMYECKOM MTPUHAIICKHOCTH.

K momoaHUTEebHBIM MeTodaM TUATHOCTUKKM HAaCeICT-
BeHHBIX HeBpormatuii, B Tom urciie HHCIIC, otHocuTes Helipo-
coHorpaguueckoe uccienoBanue HepBoB. Ilpu Y3U oGHapy-
KUBalOTCs (oKajabHble U3MeHeHus1 B Buie yBeaudeHus: [TITC
KJIMHUYECKU TMOPaKCHHBIX HEPBOB, BBHIXOMSINME 3a IPEAesIbl
aHATOMMYECKHU Y3KMX KaHaioB. B penkux ciyvyasx mpu HHCIIC
BBISIBIIICTCST pacmpocTpaHeHHoe yBenuueHue [1I1C HepBoB,
He npeBbiiiaoiiee 30% OT rpaHUIlbl HOPMAaJIbHBIX 3HAYCHMUIA,
B COUeTaHWU ¢ (DOKAIBLHBIM YTOJIIEHNEM HepBa B aHATOMUYe-
CKU y3KoM KaHauie [13—15].
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Y HabaogaeMoro naiMeHTa OTMEYaluch Y3-NMPU3HAKU
KapItaJbHOTO ¥ KYOUTaJIbHOTO TYHHEJIBHBIX CHHIPOMOB C TIPO-
JIOHTAlMe M3MEHEHUI MPOKCUMaIbHee aHATOMUIECKUX KaHa-
sioB. Ouenka no mkane UPSS — 5 6amioB, 4To MOIJIO COOTBET-
CTBOBaThb MYJbTU(OKAIbHONW MOTOPHOI HEBpOMATUU WU
MADSAM.

C y4eToM BOJHOOOpPA3HO MPOrPEeCCUPYIOIETO TEUEHMS
3a0oneBaHus, TUGdHY3HOTO CHIKEHUS (PYHKIIMU MPOBOAMMO-
cTy neprdepruIecKuX HepBoB 1o 1aHHbIM DHMI, yBennueHus
[IITC uccnenmyemMbix HepBOB MO MaHHBIM Y3U m KonudecTBa
6ammoB mo UPSS, a Takke OTCYTCTBHST MyTalllii, XapaKTePHBIX
IJIST HACJIEACTBEHHBIX MOTOPHO-CEHCOPHBIX ITOJIMHEBPOITHIA,
TePBOHAYAIIBHO TMAIMEeHTy OBUT MOCTaBJIEH AUATHO3 «IACTaNIb-
Hasi MOTOPHO-CEHCOPHAsT IeMUEIMHU3UPYIOIIAst ITOJTMHEBPOIIa-
THSI TU3UMMYHHOTO reHe3a». bblia peanpuHsTa MmorbITKa Je-
YeHUs TJIIOKOKOpTUKOMIaMU — 0e3 addekTa, B CBSI3U C YeM
npenapat OblJ1 oTMeHeH. HeaeKTUBHOCTD IIIOKOKOPTUKOU -
JIOB 3aCTaBUJIa BEPHYTbCS K TUArHOCTUYECKOMY TTOMCKY.

Benymum HeBpPOJOrMYECKUM CUHIPOMOM Yy TallMeHTa
OblIa MHOXECTBEHHAsl aCUMMETPUYHAs MOTOPHO-CEHCOpHasi
MOHOHEBPOIATHUS AeMUCIMHU3UPYIOLIETo XapakTepa. JlaHHbIi
CUHAPOM OTMeYaeTCsI TIPU Pa3TMIHBIX HEBPOJOTMUECKUX 3200~
JICBaHMSX, C KOTOPBIMH HeoOXomumo auddepeHIpoBaTh
HHCIIC (nacnencTBeHHBbIE U HEHACTIENCTBEHHBIE TEMUEITH-
HU3Mpyloimue HeBpornatun). Cpean HacleICTBEHHBIX HEBPO-
MaTUii CXOMHYI0 KIIMHUYECKYIO KapTUHY UMeeT HacCJIeICTBeH-
Hasi MOTOpHO-ceHcopHas HeBponatus (HMCH) 1A Tuna.
B cnyuyae Hamero namueHnTa auddepeHunaibHasi AMaHOCTUKA
¢ HMCH 1A Ttumna 6buta akTyajbHa IO CIASAYIOUIAM TTPUYM-
HaM: TIpYM OCMOTpe oOpallaiu Ha ce0si BHUMaHUe aedopmanus
CTOII MO TUITY «ITOJIOM CTOMBI», TU(PPY3HOE CHUXEHUE CKOPO-
CTU MO IBUTATEJbHBIM M YYBCTBUTEJIbHBIM BOJOKHAM HEPBOB
o naHHeiM DHMI. OgHako BeIpaxkeHHAs aCUMMETPUST IBUTA-
TEJbHBIX U YyBCTBUTEJBHBIX HApYIICHWI, OTCYTCTBHUE Xapak-
TEPHBIX MyTallMil TIPU MOJICKYISIPHO-TEHETUUECKOM MCCIIECIO0-
BaHWUM TTO3BOJIMJIM UCKJTFOUUTh JAHHBIN BApMAHT HACJICACTBEH-
Holi HeBpornatuu. Cpeau HeHacJeNCTBEHHBIX HeMUETMHU3M -
PYIOIINX HEBPOTATUi HEOOXOIUMO MPOBOAUTH AUDhEpeHIIN-
aJTbHYI0 JTMATHOCTUKY C INPUOOPETEHHOM MYyJIbTH(hOKAIBHOMN
NeMUEJTMHU3UPYIONIE CEHCOPHO-MOTOPHON HeBpomaTueid,
napanpoTeMHEeMUYECKO HeBpoIaTheil, a TakKe C TYHHE/b-
HBIMU HEBPOMATUSIMU, BOSHUKAIOIIMMU Ha (POHE COCTOSIHUIA,
Mpeapacriojaraloimx K KOMIpeccu HEpBOB (TMITOTUPEO3, ca-
XapHBII 11a0deT, aKpoMeraius, CHCTEMHbIC peBMaTUUECKUE 3a-
6oneBanus) [16].

Oco0blif MHTEpeC MPEACTABISIOT Cllydaud COYeTaHUs Ha-
CJICICTBEHHBIX HEBPOIATHIA C TIPUOOPETEHHBIMU UMMYHOOIIOC-
peIOBaHHBIMKM HEBpOTATUAMU. BcTpedaroTcsl OTaeIbHbBIC OMK-
CaHUs KIMHUYECKMX CJIydaeB pa3BUTUS cuHaApoMa [uiie-
Ha—bappe Ha ¢doHe MMelolIelicss HacAeICTBEHHON MOTOPHO-
CEeHCOpPHOIi HeBpomaTtuM, a Takxe accoumauuu HMCH
u XBAIT, HHCIIC u XBAIT [17].

[IpenmnonaraeTcsi, 4TO HaJWYMe TEHETUYECKU OOYCIOB-
JneHHoi HeBpomaTtuu, B yactHoctu HHCIIC, moxer craTh
npeapacnojarapiinuM GakTopoM IS pa3BUTHUS TU3UMMYHHBIX
HeBpomnatuii. ChopMyanpoBaHa ruroTes3a, YTo 0e10K, KOAUpy-
€MBIIi MyTaHTHBIM T€HOM, MOXET OBbITb BOCIIPUHSIT UMMYHHOM
CHCTEMOI KaK aHTUTeH U CTaTh MIPUYMHON Pa3BUTHUSI UMMYHO-
OITOCPeI0BaHHOI HeBpOITaTuu. B mutepaType npeacTaBieH ciy-
yaii HHCIIC u XB/I1, pa3BuBIIciica Tocie BaKIMHALIMKU OT
wramma rpunna HINT [18].

Heesponoeus, neiiponcuxuampus, ncuxocomamuka. 2021;13(4):116—122



[Marorenetnueckas tepanus HHCIIC nHe pa3paboraHa.
CrienyeT TipeaymnpexknaTh MalieHTOB O HEOOXOMMMOCTH u30e-
rath TpaBMaTH3alu. PekoMeHmamm no o6pasy Ku3HU 1 3pro-
TepaIryy BKITIOYAIOT: MCITOJIb30BAHNE OPTE30B Ha JIOKTEBHIE CYC-
TaBbl Ha HOYb; UCKJIIOUEHUE MPpUEMa aJIKOroJisi U CHOTBOPHBIX
npenaparoB (BBUIY YrHeTeHUs peduiekca U3MEHEeHHsI 03kl BO
CHE); UCMOJb30BaHKEe BaJIMKa MO/ 3aMsiCThe MpU paboTe ¢ KOM-
MbIOTEPHOI MBIIIBIO; MCKIIOYEHWE HOIICHUS] TYTMX PEeMHei
(ucronbp30BaHUE TOATSIKEK); M30eraHue (UKCUPOBAHHBIX O3,
HCIIOJIb30BAaHME CTOIOACpKATENIe MSATKOM (hUKcallim; NCKITIO-
YeHMe HOIIEHUSI OOTUHOK ¢ BBICOKOI IITHYPOBKOI 1 Y3K0it 00y-
BU (WIS TIpeIOTBpallleHUs] KOMIIPECCHH HEPBOB B TIEpeIHEM
¥ 3aHEM Tap3aJIbHOM KaHaJle); UCTIOJb30BaHUe MSTKUX OPTO-
TeANYECKUX CTeNeK (VT UCKITIOYeHUST KOMITPECCUM TTOIOTIIBEH-
HBIX HEPBOB).

BaxkHO OTMeTHTh, YTO OIlepaTHBHOE BMEIIATEITHCTBO
¢ uenbio nekomnpeccuu HepBoB nauueHtam ¢ HHCIIC npo-
TUBOITOKA3aHO, TaK KaK OHO BEJET K YXYILIEHUIO COCTOSIHUS
nepudepruyeckux HEPBOB BCJIEACTBUE MX TOIMOJHUTEIbHOMK
TpaBMaTU3alMU. 3aCIy>KUBalOT BHUMAHMS COOOIIEHUS 00 (-
(EKTUBHOCTU TITIOKOKOPTUKOUIOB MPU IJTUTETbHOM JIMOO He-
MOJIHOM CITOHTaHHOM BoccTaHoBIeHUM nape3oB ipu HHCITC
[19, 20].

[IporHo3 3abosieBaHus B 1esioM OsaronpusiTHbiid. [lpu-
MepHO B 50% ciiydaeB OTMeYaeTcsl MOJHOE BOCCTAHOBJICHHE
NBUTATEJIBHBIX W IYBCTBUTEIBHBIX HapyIIEHWIl B CPOK OT He-
CKOJIBKMX THEW JI0 HECKOJIBKUX MecsiieB. HemomHoe BoccTaHo-
BJICHUE BCTPEYAeTCsT TOBOJIBHO YACTO, HO Pe3UIyaJIbHBIN HEBPO-
JIOTUYECKUi nedduuut penko ObiBaeT TsikeabiM. [IpeaukTopom
MJIOXOTO BOCCTaHOBJIEHUsI (DYHKIIMU HepBa SIBSIETCS JUIUTEb-
HBII Tieproa KoMmmpeccuu |5, 9].

Jaknwyenne
AHaJII/ISI/IPYH npeacTaBJICHHOC KIIMHUYECKOC Ha6moz[e—
HHUE, CICAYET IIOAYCPKHYTb, UYTO HaCJIeI[CTBeHHbIﬁ aHaMHE3 11a-

KAWHWYECKOE HABNHWAEHHE

LMeHTa He ObUT OTSTOIIEH U 3TO CHUXKAJIO HACTOPOXKEHHOCTh
B OTHOILIEHUHU HACJIEICTBEHHOTO reHe3a HeBponaTtuu. Jdudde-
PEHIIMATbHO-INATHOCTUIECKUI MMOUCK OBUT OCJTOXXKHEH HEeTH-
nuuHbIM 1711 HHCITC BoiHOOOpa3HO MPOrpecCUpyronmm Te-
YeHHeM 3a00JIeBaHUsI ¢ HATMIMEM «CE30HHOCTU» 00OCTPEHUIA,
BO3HUMKHOBEHMEM ABUTATEIbHBIX M CEHCOPHBIX HapyLIEHUI
0e3 0OYEeBMIHOTO TMPOBOLMPYIOILIEro (hakTopa, HETUMTMYHBIMU
IIJIS MaHHOM MaTOJOTMU pe3yabTaTaMi MHCTPYMEHTAIbHBIX Me-
TOMOB MCCJIENOBaHMS: TToJyYeHHbIe naHHble DHMI ykasbiBa-
M Ha nuddysHoe mopaxkeHne nepudepudecKux HEpBOB, OT-
CYTCTBOBAJIM IMPU3HAKHU JIOKAJTbHBIX HAPYIIEHU MTPOBOIUMO-
CTHU 110 TIeprdepruIecKUM HepBaM KOHEYHOCTEM B MecTaxX, TH-
IMUIHBIX 1T UX KOMITPECCUU; TP OLIEHKE COHOTpaduIecKOum
kaptuHbl 1o mkKane UPSS monyyeH pesyabraT 5 0aioB, 4yTo
MOTJIO COOTBETCTBOBATh MYJBTU(MDOKATHLHON MOTOPHOI HEBPO-
natuu wim MADSAM. OnHako TiiateJbHbIM cOOp aHaMHe3a,
BHUMaHUE K (PEHOTUNMYECKUM OCOOEHHOCTSIM CTPOEHHUS CTO-
Mbl, HaJuyue Y3-Mpu3HAKOB KaprnajibHOro M KyOMTaJIbHOIO
TYHHEJIbHBIX CHMHAPOMOB C MPOJIOHTallMeil U3MEHEHUU Mpo-
KCUMajbHEe AaHATOMWYECKMX KaHaJoB, TUIMYHBIX IS
HHCIIC, no3Boauau 3armoao3puTh TaHHYIO IMaTOJOTUIO U Ha-
MpaBUTh TALIMEHTA Ha ITOBTOPHOE MOJIEKYJISIPHO-TEHEeTUYe-
CKO€ HCCIIeJOBaHuE.

TakuM 006pa3oM, KCXOAS U3 COOCTBEHHOTO KIIMHUYECKO-
ro HaOJIONeHNUsI, a TakXe NaHHBIX JIMTePaTyPHBIX UCTOUYHU-
KOB, Mbl MOXeM clesaTh BbiBoA, yTo mauueHTsel ¢ HHCIIC
HepeaKO Ha MPOTSKEHUH MHOTHX JIeT HaOJII0aloTCsl C HeBep-
HO IOCTaBJICHHBIMU JIMarHo3aMu, MoaBepraioTcs Headbek-
TUBHOMY JIEUEHHUIO, YTO JeJaeT HEOOXOIAMMBIM IOBbBIIICHUE
OCBEJIOMJICHHOCTHU ¥ HAaCTOPOXKEHHOCTU Bpayeil B OTHOIIIEHUH
NAHHOW MaTOJIOTUH.
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