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Pe3ome

IIpeacTaB/ieHO oNMUCaAHUE CEMEIfHOTO CTy4Yasi HACJIEACTBEHHOI HEBPONATHH CO CKJIOHHOCTBIO K MAPaJINYaM OT CAaBJie-
Hust (HHCIIC) y my:xumHbI 23 jeT. Onucanbl 4acTbie HEOJHOKPATHbIE PelMAUBBI IBUraTeJbHbIX HAPYLIECHUI, paHHUIA
nedrotr HHCIIC, opmupoBanue ocTaTouHbIX siBjaeHui. [Ipoanann3dupoBaHbl reHeTHYECKHE H BHEIHHE (PAKTOPBI, CIIOCO0-
CTBYIOLIHE TSKEJIOMY NPOSIBJIEHHIO 3a00s1eBaHusA. O0cysk1eHbl Bonpockl JuddepeHINaNbHON THATHOCTUKH Pa3InYHbIX

3360.“632“"/"7[, NMpoABJIAIOIINECH Tape3aMU U YyBCTBUTE/ILHBIMA HAPDYHIEHUSIMH.
Knroueswvie crnosa: HaCJEeACTBCHHAsA HEBPONMAaTUd CO CKJIOHHOCTBIO K IapajJduvaM OT CAaBJICHUSA, IVICKCUT, MHOKECTBECH-

Hasl HeBponaTusi.

L. P. Drosdova', A. M. Khelimskii', I. V. Gnatishev?, I. A. Krasno?, O. 0. Dolgova®
THE CASE OF SEVERE HEREDITARY NEUROPATHY WITH LIABILITY TO PRESSURE PALSIES

!Far Eastern State Medical University;
’Military hospital 301, Khabarovsk

Summary

We have presented a familial case of severe hereditary neuropathy with liability to pressure palsies (HNPP) at the man
of 23 years of age. Frequent repeated relapses of movement disorders of HNPP, early debut of disease, the residual paresis
are described. Genetic and environmental factors that contribute to severe manifestations of the disease is analyzed the.
Many various illnesses require exclusion in case of the paresis and sensory disorders.

Key words: hereditary neuropathy with a penchant for paralysis from compression, plexitis, multiple neuropathy.

HacnenctBeHHass HEBpOmaTHS CO  CKJIOHHOCTBIO
K IMapanndaM OT CAABICHHS MPEICTaBIsIeT coOoi ayTo-
COMHO-JJOMMHAHTHOE 3a00J]eBaHHE HEPBHOW CHCTEMBI,
XapaKTePU3YIOIIeeCs] Pa3BUTHEM DEIUIUBHPYIONINX Ie-
MHETTHHE3UPYIONINX MOHOHEBPOMATHH, 00YCIOBIEHHBIX
TIOBBIIIICHHON YyBCTBUTEIBHOCTHIO TepH(EepUIecKnx He-
pBOB K chasneHuio [3, 4, 6, 12]. CymiecTByeT HECKOIBKO
0003HaYEeHNH ATOH HO30JOTHUYECKON (POPMBI — «HACIE-
CTBEHHbIC KOMIIDECCUOHHBIE HEHPONATUN», «CeMEiHas
HECOCTOSITENEHOCTh TEePU(EPUIECKUX HEPBOBY», «Iapa-
g cOOPIIUKOB KapTodersn» u apyrue [2, §].

B Hacrosmee BpemMs 00HAPYKEHO, YTO MOJIEKYIISIPHOIT
ocaoBoii HHCTIC siBrsieTcst MOBpeXIeHHE Te€Ha, PacIio-
JIOKEHHOro Ha Xxpomocome 17pl1.2—-12 u xopupyromero
cunre3 Oenka 22 nepudepuyeckoro muenuHa (PMP22).
Bo3MokHBIE MyTaIIMOHHBIC M3MEHEHUS — JICNeIN U TO-
yeyHple MyTanuu [9, 12]. DT0 NpUBOAWT K CHIDKCHUIO
9KCTIPECCUH TeHA B TKAaHU MUCITMHOBOI 000JI0OUKI HEPBOB,
a TaKXkKe K HapyIICHWIO CHHTe3a W (WiM) (yHKIHUH COOT-
BETCTBYIOIIETO OenKa.

B OGomemmucTBe cinywaes HHCIIC wmanudectupyer
Ha 2-3-M JOECATHUIIETHH XKA3HHA. Y OONBHBIX OTMEUYAIOTCS

OCTpBIC TOBTOPHBIC AMU30IBI MOpAXEHUs nepudepude-
CKHX HEPBOB, NMPOSBIIONINECS Mape3aMH, MapecTe3usIMu
U pacCTPOMCTBOM UyBCTBUTEIBHOCTH B COOTBETCTBYIO-
X 30HaX, ¢ 6oseBbM cuHapoMoM [ 1]. Xots mpu HHCIIC
MOTYT CTpajaTh MPAaKTHYCCKH JIFOOBIEC (B TOM YHCIIC Ye-
PETHO-MO3TOBbIC) HEPBHI, Yallle BCETO HAOIIOAI0TCS CHM-
NTOMBI TOPaXKEHHUS OOIIeTo Mano0epIioBOTO, JIy4eBOTO,
JIOKTEBOTO, CPEAMHHOTO HEPBOB M IIJICIEBOTO CIUICTCHUS.
YKka3zaHHas IPEHMYIIECTBEHHAS JTOKATU3AMNS TTOPAKCHUS
00yCIIOBIeHa aHATOMHUYECKAMH OCOOEHHOCTSMH TTPOXOXK-
JICHUSI HEPBOB M BO3MOXXHOCTBIO HX KOMIIPECCHH B THITHY-
HBIX ydacTKax. KolmdecTBo S1m30/10B OCTPHIX Mapanndeit
nepudepudecknx HepBoB y 6ompHbIX HHCIIC MoxeT Ba-
PBUPOBATH OT OJHOTO — JABYX Ha MPOTSHKCHUU JKU3HH JI0
MHOTHX JIeCITKOB [1, 7].

Hamn naGmromancst cimydail TOTaJbHOTO MOPAXKECHHS
HEPBOB BEPXHUX KOHEYHOCTEH y BOCHHOCITYKAIIETO.

Bonbnoit M., 23 ner, BOeHHOCHYy)KalIUi, pOAMUIICS
B Yeueno-UHarymckoii PecmyOnmke, o HaIlMOHATBHOCTH
azepbaiimkaner. bomen ¢ 6 met, xorga BIepBBIE BO3HUK
AMH30]] CTA00CTH B MPABOH pyKe, JEUHIICA CTAIMOHAPHO
B Knmanueckoit GonpHunie CapaToBCKOTO MEIUITUHCKO-
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TO YHHBEpCUTETa ¢ quarHo3om: «llepBHdHas MbIIICYHAS
arpodus Ipda-Porta, nerckas Gopmar. B 7 et npusHan
HMHBAJIMJIOM JETCTBA. BoccTaHOBICHUE CHITBI B TPABOH KO-
HEYHOCTH TIPOU30IIIO B TEUCHUE IMOIyTOpa JeT. B mais-
HelieM, B Bozpacte 9 u 13 ner, nmocie pusndeckoil Ha-
TPY3KH MOSBIUIUCH OONH B JICBOH pyKe JUIMTEIHHOCTHIO
OKOJIO HEJENH, C Pa3BUTHEM CIabOCTH B JICBOH pyKe.
Jleunncs ¢ nmarHozoMm: «Ilmexcomartms crmeBa». Boccra-
HOBJICHHE CHJIBI B pyKe MPOM30ILIO B TeueHHe roga. OT-
MedaJicsl OTSATOIIEHHBIN ceMeiHbIi aHamHe3. [lomoOHbIe
COCTOSIHUS OBUIH BBISBIICHBI y MaTepH, ACAYIIKH, y TETH
U JIM TI0 MATEPUHCKOW JIMHUHU (PUCYHOK).

Puc. T'eneanorinyeckuii aHainu3 poaocaoBHOM 6oabpHOr0 U.

[Ipu odepenHOM IEPEOCBHUACTEILCTBOBAHIH TTAllUCH-
Ta B Bo3pacte 15 JleT Ha KOMHCCHH MEIHKO-COIHaTbHON
9KCTIEPTH3Bl HMHBAIWIHOCTh OBITa CHsTA. JOKyMEHTHI,
MTOATBEPKIAFONINE HAIWYAE WHBATHIHOCTH YTEPSHBL
B 17-neTHeM Bo3pacte oOcienoBacs B cranpoHape . Ca-
paTtoBa, ycTaHOBIICH quarao3: «IlociencTBus nepeHecéH-
HBIX PEHUIUBUPYIOMNX IUICKCONATHH C 00CHX CTOPOH
(8 6,9, 13 net)». Ha mpu3bIBHO KOMHUCCHH OBLIT MPU3HAH
TOTHBIM K BOCHHOH CITy’K0€ ¢ He3HAUYUTEIbHBIMH OTPaHH-
YeHUSIMH. B apMum, mocie moATATHBAHUS Ha TIepeKyIaIi-
He, TIOSIBIJIACH CIIabOCTh B MpaBoil pyke. beur rocrmra-
JM3UPOBaH ¢ auarHo3oM: «HeBpomatus mydeBoro Hepsa
crpaBay. 3a BpeMs CTAIIHOHAPHOTO JICYCHHs OTMEYaIach
OTpHIaTeNIbHAsT THHAMHKA, HAPOCIH CJIabOCTh U OHEMe-
HHUE B TIPaBOi pyKe, MPHCOCIHHIIOCH TOXYJaHUE MBIIIII
HA/IIUICYBs, IIe4a, KUCTH. Uepes3 HeCKOIbKO HeJelb TIPH-
COeIMHMIIACh CI1ab0CTh B JIGBOH pyKe.

[Tpu oOcreoBaHNM BBIBIEHA MACTO3HOCTH U Oarpo-
BO-CHHIOIIHAS OKpacka MpaBOd KHCTH. [wWmepkeparos,
JFICTHIPO3 TIPaBOH PyKH, OOJBIIE BRIPAKCHHBIN B KHCTH.
CHIDKCHHE CHJIBI B TIPABOHM pyKe /O TUICTHH: PyKa CBH-
caeT Kak mietb. OObeM JBM)KCHHH B MPAaBOM ILICYCBOM
CyCcTaBe OrpaHHYCH. AKTHBHBIC JIBIDKCHHUS OTCYTCTBYIOT,
TTaCCHUBHBIC — 0€3 OTpaHNYCHUH ¢ BEIPaKCHHON OOJIe3HEH-
HOCTBIO IIPH JIBIDKCHHSAX B CTOPOHBI. LIMiMHApHYecKuid
3axBaT KHUCTH PE3KO OTPaHUUCH, IIAIKOBBIN OTCYTCTBYET.
BripakeHHBIE aTpOo(UU MBI HAIIIICYbs, IEIBTOBHI-
HOM, TOJIOCTHBIX, HAJOCTHBIX, OONBIION TPYITHOW MBIIII]
crpaBa. YMepeHHas aTpoQus MBI TUIeYa, MPeAIuIeybs,
o0IacTé TeHOpa, THIIOTEeHOpa ciipaBa. OKPYKHOCTBH ILIeda
B cpenHei Tpetu: cieBa 31 cm, cripaBa 27 cM; OKPYKHOCTb
TpEATIeubs B CpeaHel TpeTu: ciesa 26 cm, cripaBa 23 cM.
KucreBas nuaamometpus: cripasa 0 kr, ciieBa 42 xr. MblI-
IICYHBIA TOHYC C PyK CHIDKEH ¢ 00enX CTOpoH. [imyOokue
pedIrekcsl ¢ IpaBoii pyKH HE BBI3BIBAIOTCS, CIICBA HU3KHE.
C HoOT pedrieKchl KHUBBIE, paBHEIC, C PAaCIINpEHUEM ped-
JICKCOTCHHBIX 30H. BrImagenne 00ieBOW YyBCTBUTEIH-
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HOCTH TI0 Hapy>KHOH MOBEPXHOCTH ILI€Ya, MPeIiedbs,
TBIIBHON TTOBEPXHOCTH MPEAIIEYbs, 0 JIy4eBOMY U JIOK-
TeBOMY Kparo mpaBoil kuctu. Ilapecte3un B BUIE «ION-
3aHUSl MypalleKy, TUIepalre3us BO BTOPBIX U TPETBUX
najbliax NpaBoO KUCTU.

ITo marabiM OHMI BBISIBIIEHBI PU3HAKA JIEMHUEITAHE-
3alUU U aKCOHOIATHHU IMPABBIX CPEIUHHOTO M JIOKTEBOTO
HEPBOB B BUJIE CHIKEHUSI aMILUTUTYIbI M-0TBETa U CKOPO-
CTH IpOBeAEHUs UMITyJbca. [Ipy moBTropHOM Helpodusnu-
OJIOTMYECKOM 00CIIe/I0OBAaHNY HAOJIOAIaCh HE3HAUUTEIIb-
Hasl TOJIOKUTENbHAS JUHAMHUKA.

3aKITIOYUTENBHBIA THAaTHO3 C(HOPMYITHPOBAH CIICAYIO-
muM obpazoM. «HacnencTBeHHas HEBPOIATHS CO CKIIOH-
HOCTBIO K NapajanyaM OT CAABICHUS, PELHIUBUPYIOIIEro
TEUeHHUs, C TPEUMYIIECTBEHHBIM MIOPAKEHUEM CPETUHHO-
TO, JOKTEBOTO HEPBOB CIIPaBa, C BBIPAKECHHBIMHU YYBCTBH-
TENBHBIMH W JIBUTATEIBHBIMH PAaCCTPONCTBAMH, CTaaWs
BOCCTaHOBJICHUs». [l pepeHnanbHbIil JUarHo3 MPOBO-
JUAIICSL C HACIIEICTBEHHBIMU JI€MHEIMHE3NPYIOIUMH I10-
JMHEBPONATHSIMU, MOCTPABMATUUECKON MHO)KECTBEHHON
MOHOHEBPOMNATHEN, PEHUAUBUPYIOUIUM IJIEKCUTOM I10
tumy Opba-Pota.

Ha ¢one nmpoBogmMoro nedeHHss yMeHbIIMICA 060-
JEBOW CHHIPOM, TOSBWINCH IBIKEHHA B CrHOATEIsIX
HaybLEB MPpaBoi KUCTH. COXPAHANNCH BBIPAKEHHBIE IBH-
rareibHbIe, TPO(PUUECKHE M TyBCTBUTEIBHBIC PACCTPON-
CTBa B NpaBOIl pyKe, yMEpEHHbIE HapyLICHUs B JIEBOI
pyke. Bbl yBOJIGH U3 PSA0B BOOPY>KEHHBIX CHII IS 1ajb-
HeHIel peabuIuTaIiy 0 MECTY JKUTEIBCTBA.

PeSyJ'll)TaTbI H 06cy>1<z[elme

Ocob6ennocteio HHCIIC sBasieTcst upokuii [uamna-
30H (PCHOTUNUYECKUX MPOSIBICHUH KIMHUYCCKOW CHM-
NTOMATHKA OT HE3HAYHUTENBHBIX OBICTPO TPOXOIAIINX
mape3oB 10 UUTENBHBIX, YCTOHYMBEIX ICQHUIIMTHBIX
COCTOSIHHU. Ps1oM aBTOpOB OBUIH TTOKa3aHBI HECKOIBKO
BapuaHtoB MaHupecraunu cumnromarnkn HHCIIC [7,
8]. B mopmaBmisromeM OOJBIIMHCTBE CIIydaeB BCTpeua-
I0TCSL PCHOMEH «OTIEKUBAHNUA—OTCIKUBAHUS — HITH30-
Il KPaTKOBPEMEHHBIX HApyIICHUH YyBCTBHUTECIBHOCTH
TIOJ] BIUSHUEM CTaTHYCCKUX HArPy30K U HEaJeKBAaTHOM
kommpeccun (1o 30%). CiemyromuM BapHaHTOM 3a-
0oJieBaHMSI ONMCBHIBAIOTCS SIHU30/bI KPATKOBPEMEHHBIX
napanguueil B BUJIE yTpaThl B T€UCHHE HECKOJIBKHUX Ce-
KyHJ/MHHYT JBMOKCHUH B TOM WIJIM MHOM JIBUT'aTEILHOM
CerMeHTe, mojBepruieMcs kommpeccuu (1o 12 %). Pexe
BCETO IMPEICTABICHB KIMHUYCCKH MaHU(pECTHBIE (op-
MBI MOHOHEBPOIIATUI W IICKCONATHIA B BHUJC PELIUIH-
BUPYIOIIUX NEPUPEPUUSCKUX Mapaindel JUINTEIHHOTO
TEeUeHHs ¢ MeJJIeHHBIM BoccTaHoBienueM (0,51 % wuc-
cnenyemsix) [5, 11].

OCOOCHHOCTBIO ONMCAHHOTO KIMHUYECKOTO CITydast
SBIISICTCS. BBIP@XKCHHASI, YaCTO PEIMIMBHPYIOMIAs IBUTA-
TeNbHas JeUIUTapHas CUMIITOMATHKA, PaHHHUN JEOIOT
(c 6 ner) 3aboneBaHMs, IJIUTEIHLHOE BOCCTAHOBICHHUE
yrpadyeHHOU (yHKIMH. COracHO ceMeHHOMY aHaMHe3y
3a00JI€BaHNE MTPOABILUIOCH B KAXKIOM IOKOJICHHH, YTO
TIOATBEPIKTACT ayTOCOMHO — JOMUHAHTHBIN THI HACIIeI0-
BaHMA. B maHHOM ciry4ae nposBuiIcs (PeHOMEH aHTHIIUIIA-
UM, TI0]T KOTOPBIM IIOHUMAIOT OoJiee paHHEe MPOSIBICHUE
U BO3pAaCTaHME TKECTU CHUMITOMOB HACIEICTBEHHOTO
3a00JI€BaHMsI B TOCICAYIONINX MOKOJIEHHUSIX POIOCIIOB-



HoW. YacThle penuanBEI 3a00JieBaHUS (Yepe3 TOx WIH
2-3 ropa), a TaK ke MPU3HAKH WHBAIUIHOCTH B JIETCKOM
BO3pacTe noarepxaarT Tsxénbii xapakrep HHCIIC.
Xotenock OBl MOAYEPKHYTh HEBEPHYIO OIICHKY CTeTIe-
HU TOIHOCTH TOTO MPU3BIBHUKA IS TIPOXOXKICHUS BOCH-
HOW ciry>:x0b1. He OBIJIO0 MPUHSITO BO BHUMaHHE, 4TO (ak-
TOpPaMH, CHOCOOCTBYIOIIMMH Pa3BUTHIO TapajHyeid Mmpu
HHCIIC, cmyxat TpaBMbI, KPaTKOBPEMEHHOE C/IaBJICHHE,
¢usndeckue Harpysku [2, 10]. B pe3ymbrare moBTOpSIO-
IIUXCSL AIH30J0B KOMITPECCHOHHBIX HEBPOMATHH MOXET
HaKaIUTUBaThCs pe3nuayabHbId gedekt [2, 5]. YV GoibHO-
ro U. mocie paHHero me0roTa M HECKOIBKUX PEIHINBOB
3a00JIeBaHUS TTOJTHOCTHIO BOCCTAHOBWIIHCH JIBUTATEIb-
HBIC HAPYIICHUS, M eMy B 15-7eTHEM Bo3pacTe CHSUIN MH-
BaNIUAHOCTh. Ha Hamr B3DIsAA, TOT (aKT, YTO MPU3BIBHUK
HEOHOKPATHO OTMEYal JUINTEIBHBIC SMH30/IbI CIa00CTH

TO B MPABOH, TO B JICBOH PyKe, JOIDKEH OB HACTOPOXKUTH
COTPYIHHUKOB MPHU3BIBHOW KOMUCCHUH. J{anbHENIIIas HHTEH-
CUBHas (pU3UUECKass HArpy3Ka BO BPeMsl CITY»KObI CIIPOBO-
[UpOBaJIa PEIUIUB 3a00JICBaHNS B BUJIE TPYOBIX TYBCTBH-
TENBHBIX W JBHUTAaTEIbHBIX PACCTPOMCTB C MPAKTUICCKH
TIOJTHBIM OTCYTCTBHEM perpecca B TCUCHHE TISITH MECSIICB.

Taxum oOpazoM, Tsokénoe nposieiaenrne HHCIIC y wHa-
IIEero TMaIrreHTa OOYCIIOBICHO TeHETHYSCKUMH (haKTOpaMH
pa3BUTHS 3200JI€BaHMUS ¥ BHEIITHIMH TIPOBOIMPYFOLTHMMH Ha-
rpy3kamu. PaHHsIS THarHOCTHKA U HACTOPOKEHHOCTh HEBPO-
soroB B otHomeHnn HHCIIC maet BO3MOYKHOCTD BBISIBIISTH
TIATOJIOTHIO B TIOMYJISAIMA U PEKOMEHJIOBATh COOTBETCTBY-
OIIYIO KOPPEKIMIO CTHIIS JKU3HHU, (PH3UYECKUX Harpy30K
Y MPOPECCHOHATHLHOW OPUEHTAIINH, YTO UMEET PEIIaroIee
3HAYCHUE JUTS POPHITAKTHKNA HEOOPATUMBIX M MHBAJTH T3~
PYIOIINX OCTIOKHEHHI TAHHOTO 3a00JICBaHMSI.
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Pe3ome

ABTOpaMH pa3padoTaH AJbTEPHATHBHBIII METOJ JKCTPAILICEBPAJILHOH KOLIANCOXHMPYPIrHYeCKOH TOPAKOILIACTHKHU
¢ Le/IbI0 JIeYeHHUS 1eCTPYKTUBHBIX (hopM TyOepkyJie3a jgerkux. IIpennaraemoe onepatuBHoe mocodue oTee4aer BceM Tpe-
00BaHHAM KOJLJIANICOXMPYPrUYECKHUX ONepaluii NpPH JiedeHHH Ty0epKyJie3a OPraHoB JbIXaHHs, B TO :Ke BpeMs o0;1aaaer
BBICOKOIi KocMeTHYecKoi 3(pPeKTUBHOCTBIO U 3HAYUTEIbHO MEHbIIell TPABMATHYHOCTBLIO B OTJIH4YHE OT paHee pa3pado-
TAHHBIX TPAJULHMOHHBIX CIIOCO00B TOPAKOIJIACTHK IPH Ty0epKy.ie3e JIerKHX.

Knrouegvie cnosa: Ty0epKyié3, TOpaKomiacTuKa.
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COLLAPSE THERAPY TREATMENT OF DESTRUCTIVE LUNG TUBERCULOSIS
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Summary

The authors have developed an alternative method of extrapleural collapse therapy/thoracoplasty for the treatment
of destructive forms of pulmonary tuberculosis. The proposed surgical benefits meet all the requirements of collapse
therapy operations for the treatment of pulmonary tuberculosis. At the same time it has a high cosmetic efficiency and
significantly less traumatic consequences compared to the previously developed traditional thoracoplasty for a pulmo-
nary a tuberculosis.

Key words: tuberculosis, thoracoplasty.
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