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[lonnaeBpoMuoOIaTUA

KPUTUYECKMNX COCTOSIHUI
A.M. Anamees, A.A. benxun,

Knunuueckuii unemumym mozea Cpedne-Ypanvckoeo nayunoeo Lenmpa PAMH (Examepunoype)

Toaunespomuonamus kpumu4eckux cocmosHuti — 3mo npuobpemenHbili 6caedcmale KPUmMu4eckoeo coCMOoAHUS CUHOPOM HEPBHO-MbIUUEHHBIX HAPYUEHU nO
MUY ROAUHEBPONAMUU U/UAy MUORAMUY, 00YCA08ACHHDLI OAUMeAbHOl UMMOOUAU3AYLUel 001bHOR0, KAUHUHECKU NPOSGASIOUULICS 00Uel MbluieyHoll caabo-
CIbI0 U AASIOUUIICS OCHOBHOI RPUYUHOI 3ampYOHeHull 6 npekpatuenuu uckyccmeenroil senmuasuuu seekux (UBJI). B 0630pe npedcmasaena cospementas
UHGOPMAUUS 1O UCTOPULL, SRUOEMUOA0UL, IMUOA02UU, NAMO2eHe3Y, KAUHUKe, duasHocmuke, Jugdepenyuaihomy duacnosy, meuenuro, Ucxody, npopuaax-

muKe u 1e4eHur0 noAuHespoMuonamu Kpumu4ecKkux COCMOSHUIL.

KioueBbie coBa: TOJIMHEBpOIIaTHA, MUOIIATUA, HCPBHO-MbILLICYHBIE 33.6OJI€B3.HI/IH, KPUATHUYECKOE COCTOAHME,
CUHAPOM CHCTEMHOM BOCTIAJIUTEIbHOM peakuuu, SHCKTpOMI/IOI’pa(bI/IH

OBpeMEHHBIC MEIUIIMHCKNE TEXHOJOTHH T03BO-
JISIIOT YMEHBILIATD IO0JII0 JIETAJIbHBIX UCXOAOB Ha
OCTPOI CTamuK TSAXKENIOro 3a00eBaHusl, HO MPU
5TOM CO3[AeTCs] HOBas MOIYJISIUST OOJTBHBIX — C
HepMaHEHTHOM AUCHYHKIMEN pa3IMYHbIX Opra-
HOB U cucteM [41].

B nocnenHee BpemMsi oco60e BHUMaHUE HEBPOJOTOB U PeaHM-
MAaToJIOTOB MPUBJEKAIOT CIy4ad BO3HUKHOBEHUS HEPBHO-
MBIIIEYHBIX HapylIeHui [18], CBSI3aHHBIX ¢ ATUTEIbHBIM IIpe-
ObIBAHUEM B OTIEJICHUM PeaHMALUK M MIHTEHCUBHOM Tepanun
(OPUT), 00ycI0BIEHHBIX TOITOBPEMEHHON UMMOOMITU3ALIUEH
00J1bHOTO [69], B T.U. U B YCJIOBUSIX Ipogo/kutenbHoin MBJL.
[posiBasieTcst cTpemeHUe 00beIMHUTD 3TU CIYYau B OTAE/b-
HBII CUHIPOM C YCJIOBHBIM Ha3BaHUEM «IIOJIMHEBPOMUOMATHS
kputnmdeckux coctossHuit (IIMKC)».

Tepmunonorus

3a BpeMsl M3y4eHUS] JaHHOIO CHHIPOMA MCCIeNOBATEISIMU
Pa3IMYHBIX CTPaH He ObLIO CPOPMUPOBAHO EAMHON TTO3ULIMHU
OTHOCWTETbHO Ha3BaHUS 3TOi marojoruu. B mx myOnmka-
LUSX UCIIONB3YeTCsS PSAN CHHOHMMOB: «Iape3, MPHOOpeTeH-
HBIIl B OTIEJeHUN MHTEHCUBHOM Tepanuu» (paresis acquired
in the intensive care unit) [32]; «moJMHEeBpOMMUONATUS KPU-
THUYECKOTO cocTosTHUS» (critical illness polyneuromyopathy)
[71]; «HepBHO-MBIIIEYHbIE HapylIeHUs» (neuromuscular
abnormalities) [28]; «HepBHO-MBIIIEYHbIE MPOSBIECHUS KPU-
TUYECKOIo cocTossHus» (neuromuscular manifestations
critical illness) [18].

TepMUH  «TOJMHEBPONATUU KPUTUYECKOTO COCTOSTHUS»
(critical illness polyneuropathy) akiieHTUpyeT BHUMaHUE Ha
nopaxeHue repugpepuyeckux Hepsos [96]. B ciaydae HeoOxo-
JUMOCTH BBIIEINTh MATOJOTUIO MBIIIL UCTIONB3YETCsI TEPMUH
«MUOTIATUSL KPUTUYECKOro cocTossHus» (critical illness
myopathy) [95] unu ero CHUHOHUM — «OCTpast MUOTIATHS C TeT-
pamerueit» (acute quadriplegic myopathy) [51].

B MKB-10 Het otaensHoro koga aast [IMKC, nostomy oHa
KTaccuuIMpyeTcs B MoApyOpMKax APyTiX YTOUHEHHBIX TTOJTH -
HeBpomnatuit (G62.8) u muonaruit (G72.8).
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HMcropus Bonpoca

o cepenuubl 1980-x TT. B auMTepaType BCTPEUANUCH JIUIIb
OTUCAHUSI €IMHUYHBIX CIy4aeB HEPBHO-MBIIIEUHBIX Hapy-
HIEHUH MOCIe Pa3IMYHbIX KPUTUUECKUX COCTOSTHUE. B 1984 1.
C.FE Bolton u coasr. [19], Habmomas B OTAEIEHUN MHTCHCHB-
HOW Tepamnuu MITephIX MAMEHTOB C 3aTPYAHEHHBIM OTJIyYe-
Huem oT WMBJI u BbIpaxeHHOW MBIIIEYHOU C€1a0OCThIO B
KOHEYHOCTSIX, TIPOBEJW TIaTeJbHOoe Helipodusuonornyue-
ckoe U Mopdosornueckoe MccieqoBaHUe U BbISIBUIU Tep-
BUYHYIO TIUCTATbHYIO aKCOHATBHYIO IETeHEePaLii0 MOTOPHBIX
U CEHCOPHBIX BOJIOKOH. MCKIIOYMB Takue MPUYUHBI ITOMN
MaToJOTUM, KaK HEM0CTaTOYHOCTb MUTAHUS, KOJUIATEHO3,
MHTOKCUKALIMU U UIIEMUIO CITMHHOTO MO3Ta, UCCIe0BaTe U
MIPETTOIOXUIIN, UTO MOJTUHEBPOTIATHS MOXET OBITH 00YCIOB-
JIeHa «TOKCHYeCKUMM» 3 (deKTaMu caMoro KpUTUYECKOro
COCTOSTHUSI.

VUuTeIBas, 4TO MOBPEXIECHUS HEPBOB Pa3BUBAJINCH Y OOTBHBIX
B KPUTHYECKOM COCTOSIHUM, aBTOPbI HA3Bald 3TOT CHUHIPOM
«IIOJIMHEBPONATHS ~ KPUTUYECKOTO  COCTOsIHMs»  [96].
Heitpodusuoornueckue n Mopdoornieckue nccieaoBaHus
MOKA3ajM, 4TO Y YacTH IIaLMEHTOB C JAHHOW IATOJOTUei
HaOJII0aeTCsl TakKe TOPaXEHUE MBIIIL B BUAE HapyIICHUS
LUTOAPXUTEKTOHUKA M HEKPO3a MBIIICYHBIX BOJOKOH, YTO
JIaJI0 OCHOBAHMS HAa3BaTh 3TOT CHHAPOM «MHUOTIATHEH KPUTHIC-
CKOTO COCTOSTHUS» [95].

OO6uMe Ha3BaHUI JaHHOTO CHHAPOMA yKa3bIBaeT Ha TO, YTO
HU OJTHO M3 HMX HE MOXKET IPETCHI0BATh HA MOJIHOLCHHYIO €T0
xapaktepuctuky. Ham mpencrasnsgercsd, yro tepmun [IMKC
HECKOJIbKO 0oJiee KOPPEeKTeH, T.K. TMOTYepPKHBAET HaIUyue
MUOILIETUH, B OOJIBIIMHCTBE Cy4aeB 00YCIOBIEHHOI HEBPO-
Matved, 4yTo MPaKTUYECKM BCELNA MMEET MECTO B YCIOBHUSX
pnutensHoit UBJI. Uckmiouenue cocrapasior ciayyan MBJT Ha
(hoHe MPUMEHEHHMS MBIIICYHBIX PeTAKCAHTOB.

DnuaeMHoIorns

[To nanHbIM cucTeMaTyeckoro o63opa [81], IMKC Bctpevaet-
ey 46% (noseputenbHblii MHTepBan (IAM) 43—49%) GOMbHBIX,
Haxonsuuxcs B yenosusx npomiennoit UBJI. [IMKC guarHo-
crupyetrcst y 60abHbIX OPUT pasziauyHoro npoduss mo Bcemy



OPUMMHATTBHBIE CTATBW. Knunudeckast HeBpoaorus

mupy. 3adoseBaemocth [IMKC He u3yyeHa, HO ee MOXKHO MpHU-
omusuTenbHo moacuuTath Ha mpuMepe CIIIA. Tam exeromHo
peructpupyerca 200—314 nHoBbix cmyyaeB MBJI Ha kaxmble
100 ThiC. HaceneHust [42], U3 KOTOPBIX 0KOJIO 36% TpedyIoT Mpo-
nnenHoit UBJT [94]. CnenosartenbHo, 3aboneBaemocth [IMKC
coctapnsier 33,1-52,0 cayyas Ha 100 Thic. HaceneHus. s
CpaBHEHUS: 3aboneBaeMoCThb cuHapoMmoM [uiteHa-bappe u
myasthenia gravis cocrasnsier Bcero 1,1—1,3 [64] n 0,2—2,1 [55]
Ha 100 ThIC. HaceJeHUsI COOTBETCTBEHHO. [10-BUIMMOMY, CHH-
npom TIMKC sBnsiercst oqHOM M3 Haubosiee YacTo BCTpevaro-
IIMAXCS HEPBHO-MBIIICUHBIX TMaTOJIOTHiA. B Ommkaiimme romst
3aboneBaemocTb [IMKC Oynet yBe1MunBaThes B CBSI3M C POCTOM
qyCIa XpPOHMYECKUX (POPM KPUTHIECKUX COCTOSTHUIA.

DTHOJIOTHSA

Ha navanbHOM 3Tare M3ydeHMs TPeANpUHIMAIICH OMBITKY
Haiitu kakyio-1bo npuuuHy [IMKC, Ho noucku He yBeHUa-
Juch yeriexoM [19]. 3ateM nosiBuiIach Uaest 0 TOM, YTO KPUTH-
YeCcKOoe COCTOSIHHE CaMo T10 cebe yKe MOXKET ObITh 10CTaTOUHOI
npuurHoit [IMKC [96]. Bbu1o 1OCTUTHYTO MOHUMaHUE TOTO,
YTO HEPBHO-MBIIIEYHBIC HAPYIICHUS MOTYT BXOAUTD B CTPYK-
TYpy TIOIMOPTaHHO HETOCTATOUHOCTU HAPSAY ¢ AMCHYHKIIM-
eii JIpyrMx OpraHoB W CUCTeM, U, CIeI0BaTeIbHO, MPUUMHON
[IMKC sBnsgercs uMeHHO KpuUTHUYecKoe cocTosHue. Ilox
«KPUTHYECKUM COCTOSIHUEM» MPUHSTO IMOHMMATh COCTOSIHKE,
TpeOyloIee MPOTe3nPOBaHNS WM 3POEKTUBHOM MOMICPKKI
XOTSI OBl OTHON M3 OCHOBHBIX CHCTEM XH3HEOOCCICUEHUS
opraHusma.

DakTopsl pucka

K noxazannbim dakropam prucka [IMKC oTHocsATCS: TsXecTb
3a0o0steBanms [14, 18, 66] u HanMume CHHAPOMA CHCTEMHOI
BOCITAUTENbHON peakiyy [14, 33]; AMTeIbHOCTh CHHAPOMA
nonmopranHoii HenoctatrouHoct u UBJI [32]; 3HaueHnue mo
mkane koMbl I1asro meHee 10 6asioB [40]; uMMoOUIM3aLIMs
[36]; mpumeHeHne MuoperakcanToB [40], KOPTUKOCTEPOUIOB
[32] u amuHOrIMKO3MIOB [66]; runeprikemus [19, 50].

Ilarorenes

B Havane KpUTHYECKOTO COCTOSTHUSI MEIUATOPhl CUCTEMHOTO
BOCHAJIECHNS BBI3BIBAIOT KACKA/l MATOJIOTMYECKUX PEAKLUii, YTO
npuBoaut K passutiio [IMKC HeckoIbKUMU apaieIbHBIMU
MYTSAMU.

Hapywenue snexmposo3dyoumocmu mrareil

HWccenenoBannst Ha KMBOTHBIX MOKA3aJIM, YTO HEPBHO-MBIIIEY-
Hble HapyLIeHWs Pa3BUBAIOTCS C TMEPBBIX CYTOK 3KCIEPUMEH-
TasnbHoro cerncuca [25]. Y mammentoB [IMKC peructpupyercs B
TeuyeHre 72 4acoB OT Havyayia KPUTUYECKOTO COCTOSTHUS |56, 84].
Heiipodusnonormyeckue mposiBIEHIS TPEAIIECTBYIOT Mopdo-
JIOTHYIECKAM M3MEHEHMSM W OOYCIIOBJICHBI CHIDKCHHEM 3JICK-
TPUYECKOi BO30YIMMOCTH HEPBOB M MBIIIIL BC/IEACTBIE MHAKTH-
BaLlMK OBICTPBIX HATPHEBBIX KaHaoB | 70]. [TpoaoKuTeIbHOCTh
MHAKTMBALIMY TTOKA He M3BECTHA, KaK 1 HEe BBIICHEHA MPUUYMHA
BOCCTAHOBJICHMS HOPMAJIBHON PaOOTHI MOHHBIX KaHAJIOB, 00b-
sicHsttomas obicTpblit perpece [IMKC y yactit 60MBHBIX.

Mumoxondpuanshas oucyHKuus

HccnenoBanust 06pa3u0B OMOIICHMU MBIIILL C TIOMOLIBIO 3JIEK-
TPOHHOI'O IMapaMarHuTHOIoO pE€30HaHCa 06Hapy>KI/U[I/I Ipu KpH-

13

MonuHeBPOMMONATUS KPUTMYECKIX COCTOSTHMIA

TUYECKOM COCTOSIHUM MUTOXOHAPHUATbHYIO AMcyHKIMIO [83].
MarHutHo-pe3oHaHcHas crekTpockonust o ¢dochopy 31P
TIONITBEPXKIAET OMOIHEPreTMIECKYI0 HEIOCTATOYHOCTh MBIIIIIT
6oabHbIX ¢ [IMKC [18]. MurtoxoHapuanbHas AUCHYHKIMS
BBI3BIBAET MEPBUYHYIO aKCOHATBHYIO JeTEHEpalnIo, Mpenumy-
IIECTBEHHO B TUCTAIBHBIX OTHENAX HepBa, T Pealn3yIoTCs
BBICOKO3HEPTO3aBUCHMBIC CHCTEMBI aKCOHATTBHOTO TPAHCIIOP-
Ta CTPYKTYPHBIX TPOTEHHOB. [IperMyIIecCTBEHHO AMCTaTbHOE
MOpaXXeHre HepBa OOBSICHSET TaKKe pPaHHEE BBI3NOPOBICHUE
HEKOTOPBIX OOJTBHBIX, T.K. Ha HEOOJBIIIOM YJaCTKE HepBa aKCo-
HaJIbHas pereHepalys MPOUCXOIUT JOCTATOYHO OBICTPO.

Akmueauuﬂ npomeoau3a

O06BEM MBIIIETHOM MAcCHl TSKEIOOOTBHOTO YeTOBEKA YMEHbB-
maetcs B cpeaHeM Ha 1,6% B aeHb [74]. Tlotepst Genka mpo-
HCXOIUT B OCHOBHOM 3a CYET TSDKEJIBIX LeTIeil MHO3MHA, B
HopMe cocTaBisiomux 10 40% Bcero MuUOGUOPUILIIPHOTO
MpoTernHa B3pociaoro 3mopoBoro yenoneka [38]. ITporeonus
ocylecTBaseTcs ABYMsI MexaHu3Mamu: Ca’*-3aBUCHMBIN —
yepe3 akTUBALMIO KaurmanHoB M AT®-3aBucuMBIi — depes
YOUKBUTUHOBBIE TIPOTEOCOMBI.

Kanmmannb — xjacc Ca*-3aBUCUMBIX HEJIM30COMAJIbHBIX
LMCTEMHOBBIX TIPOTEa3, IKCIPECCHs] KOTOPBIX YCHIMBAETCS
MearaTopaMy BocrajeHus. Boixon KaabLus U3 BHYTPUKIIETOU -
HBIX 3aI1acOB KPUTHYECKU BaXXeH IS aKTUBALIMYM KaJITaHOB

[89].

JIns M’HULIMAUK BTOPOTO MeXaHW3Ma IMpOoTeosu3a TpedyeTcs
coenMHeHKe Oenka ¢ youkBUTHHOM B AT®-3aBHCHMOIT peak-
K. LIMK KoHbloTaIy MOBTOPSIETCS 0 TEX TT0P, TI0Ka JIM31-
HOBBIE OCTaTKM TIPOTEWHA He OYIYT TIOMEYEeHBI IIEMOUKOM pa3-
JIMYHBIX YOMKBUTUHOB. [lajiee Oes1ok nepemeriaercs B 26S mpo-
TEOCOMY M PacUICIUISICTCS HAa MaJICHbKUE TICTITUIBI, a YOMKBH-
THH BO3BpalaeTcs 0opaTHo B MK [65]. [IpoTeonus cTpykTyp-
HBIX 0eJIKOB 00bsIcHseT umnTenbHoe TedeHne [IMKC mpu xpo-
HUYECKM TMPOTEKAIOIINX KPUTUYCCKMX COCTOSHUSX. BaxkHo
OTMETHUTD, YTO UMMOOMIM3AIIMS caMa 10 ceOe CHIKAET CHHTE3
Oenka [35]. DTUM 00BSICHSIETCS 3aMeJIeHHOE BOCCTAHOBJIEHNUE
I[TMKC y o6e3nB1KeHHbIX 00JBHBIX, HATIPUMED, MTPU BEreTa-
TUBHOM CTaTyce.

pyeue mexanusmol
IMatorenes ITIMKC cnoxeH M He u3ydeH J0 KOHIIA.
[ToBpexxaeHNI0 HEPBOB M MBbIIIIL CITOCOOCTBYIOT: HapylleHHWe

MUKPOLUPKYJISLUK, SHIOTENUAIbHAS AUCOHYHKIIMS, OKCHU-
JTAHTHBIN CTpecc U ps APYyrUX MEXaHU3MOB [48].

Kimnmyeckas KapTuna

XapaktepHyo kKiuHuuyeckyio kaptuHy IIMKC moxHo
HaOonaTh Y 60JIBHOTO MOCHE CENcKca Ha YeTBEPTOil Helele
NBJI. O6beM MbIILIEUHOI MACCHl U CHUJIa MYCKYJIOB CHUXEHBI
[93], GobHOI HE MOXET TPUTIOAHATH PYKU M HOTU WJIU XKe
Je7aeT 3T0 ¢ OOmbIIMM ycunueM. Ilapessl cMMMETpUYHBIE,
MOTYT Ipe00/IafaTh KaK B IPOKCUMAJIbHBIX [96], TaK U B A1C-
TaNbHBIX [32] cerMeHTax KoHeYHocTeit. OTMevaeTcs maToo-
rmyeckoe crubanume (3KBHUHYC) cron. Penko HaOmomaoTcs
napesbl TJIa30ABUIATeIbHBIX, MUMUYECKHMX MBIILII] U MBIIIIL
OynbOapHOi rpymmbl. JbIXxaTeNbHbIE MBIIIIbI, HAIPOTUB,
BoBiekaloTcs yacto [30]. TTanueHT cTaHOBUTCS 3aBUCUMbIM
OT BEHTUJISIIMOHHOM momaepXKu (cM. «TpyaHOCTH OTiyye-
HUsl OT pecnupatopar). [lpu otnydeHun ot UBJI nbixaHue
00JBHOTO CTAHOBUTCS YYAIlEHHBIM M TMOBEPXHOCTHBIM,
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OBICTPO MPUBOASIIMM K MBILIEYHON YCTaTOCTU U TMITOKCHUMU.
MBIIIEUHBIN TOHYC U CYXOXWJIbHBIE PedIeKChl CUMMETPHIY-
HO CHIDKEHH [93]. B mMCTanbHBIX cerMeHTaxX KOHEYHOCTEH
omnpenensieTcs CHIKeHKe 601eBoi, TeMIlepaTypHOil U BUOpa-
LIMOHHOW YyBCTBUTEBHOCTH [96]. Koka 601bHOTO, Kak mpa-
BUJIO, CcyXas, Leayluaiascs; 1epuBaThl KOXU ¢ IPU3HAKAMU
Tpoduyeckux HapylieHuil. BulenepeyucieHHble CUMITO-
MBI YKa3bIBAIOT Ha COYETAHUE JABYX CUHIPOMOB: CUMMETPUY-
HOTO Tepr(epruuecKoro TeTpamnape3a 1 HepBHO-MBIIICYHOI
nbixatenbHoit HegoctaTrouHocTu. Ilpu IIMKC umeer mecro
nucyHKIMS BereTaTUBHOW HEPBHOU cucteMbl [21], HO B
HACTOsIIIIee BPeMsl 3TOT BOTIPOC OCTAETCSI HEOCTATOYHO U3Y-
YEHHBIM.

K coxanenuio, mpoBecTH MOJHOLEHHbI HEBPOJIOTMYECKUIA
ocmotp y 6obHOTro B OPUT uacto He mpeacraBisieTcs BO3-
MoxHbIM. [To manHeiM N.J. Witt 1 coaBT. [91], Y OIOBUHBI
00JIbHBIX ¢ Helipodusronornyecku noarepxaeHHoi [TMKC
JTOCTOBEPHOCTh KITMHMIECKON CUMIITOMATHUKH BbI3bIBaJIa CEpPb-
€3HbIC COMHEHHsSI BCIEICTBUE 3aTPYIHEHHOIO KOHTAaKTa C
nauueHToM B ycaoBusax UBJI wuau comyTcTByoIeit mpu KpUTH-
YeCKOM COCTOSIHUY SHIIe(DaTONATHH.

Her HagexHOro KIMHUYECKOrO TECTa, KOTOPbIA MO3BOIII Obl
OTJIMYUTDH IOJMHEBPONATUIO KPUTHUYECKOTO COCTOSIHUS OT
MUOIATUN KPUTHUECKOTO COCTOSHIS. C TTOMOIIBIO TOITOTHM-
TEJIbHBIX MeTOHOB (CM. «/{MarHOCTUKA») MOXKHO YTOUHHTD,
kakoit komnoHeHT [IMKC npeo6nanaet. Tak, Ha 1010 TONK-
HEeBPOIATHN TPUXOOUTCS TPETh CJIyYaeB, CTOJNBKO Xe — Ha
MUOIATHIO 1 OCTABILASICS TPETh — HA COYETAHUE ITOJIMHEBDPO-
naTuu ¥ Myuonaruu [81].

OCO0EHHOCTBIO XPOHMYECKHM TMPOTEKAIOLIET0 KPUTUYECKOTO
COCTOSTHUSI TIPU TSDKEJIOM 11epeOpabHOM TOpaXeHUH (Harpu-
Mep, y AIIMEHTOB B BETETaTMBHOM CTaTyce) SIBISIETCST COUeTa-
HHUE LIEHTPAJbHBIX (KaK MPOsIBIEHUE OCHOBHOTO 3a00J1€BaHMsI)
u nepudepuyeckux (Bcnenctsue [IMKC) mapesos. B Takom
CIlydae MBIIICYHBI TOHYC M CYXOXWIBHBIC PEe(ICKCH MOTYT
OBITb MOBBIILEHBI [54], a CTENeHb Mape30B MOXKET ObITh HEMPO-
MOPIIMOHAIBHO BbIPAKEHHOI.

Tpyonocmu omayuerus om pecnupamopa

3aTpyIHEHHOCTBIO OTJIYYEHHUSI OT pECcTMpaTopa CUUTACTCS
HEeCrnocoOHOCTh OOJBHOTO CaMOCTOSITENIbHO 00eCHeYnBaTh
HOPMAJIbHYI0 BEHTUJIALMIO JIerkux Gonee 24 wac [61]. V¥
SKMBOTHBIX PECITMPATOPHBIC HEPBBI M MBIIIIIH TOBPEXKIAIOTCS
B TEUCHHUE MEePBbIX 6 Yac OT Hayajla 3KCHEPUMEHTAIbHOIO
cerncuca [67]. YV manueHToB atpoduuecKue U3MEHEHUs T1a-
(bparmel (Mo pesyabraTaM OMOTICMM) HAUMHAIOTCS C TIEPBBIX
cyrok MBI [60] . Hapsoy ¢ moBpexaeHueM auadparMbl y
6onbHbIX ¢ [IMKC obHapyxuBaeTcsl mopaxeHue nuadpar-
MaJIbHBIX HEPBOB, MEXpeOepHBIX HepBOB M Mo [96]. TTo
HAIlMM TaHHBIM, y TIOJIOBUHBI HEpOpeaHMMAIIMOHHBIX 00JTb-
Hbeix ¢ [IMKC yxe B nepByio Heaeno MBJI peructpupyercs
HapyIlIeHWe TPOBEIECHUSI MMITyJIbca 1O AuadparMaabHBIM
HepsaM [3]. [To nanusim U.A. Zifko u coaBr. [93], BoBneyeHue
MBIIILL ¥ HEPBOB PECMUPATOPHOI TPYMIbl HabM0OIAI0Ch B
82% cnyyaes [IMKC. B pesynbrate maToJOTMU HEpPBHO-
MbimeyHoro amnmapata asixanus npu [IMKC pasBuBaercs
HeliporeHHasl AbIxaTesibHasi HEAOCTaTOYHOCTh W 3aTPYIHEH-
HOCTb OTIyYyeHus ot ycaoBuil MBJI. VctaHoBneHa cBs3b
MEXIy CTENeHbIO TeTpanape3a ¥ BHIPakKeHHOCTbIO IbIXaTe b-
Hbix HapyumieHuit [30]. JokazaHo, uyrto [IMKC ymiuHser
cpoxu otaydeHust ot MBJI [31, 39]. B momonHeHMe K KITMHN-
YeCcKOii KapTHHE CYILIECTBYET PsI TECTOB, MO3BOJISIOIINX 00b-
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€KTUBHO OIIEHUTh MAaKCUMAJIbHBIN 00beM BIOXa U aBICHHUE
BO BpeMsI IBYCTOPOHHE!N CTUMYJISUY AuapparMaibHbIX HEP-
BOB y 0osnbHOTO B yeioBusx UBJI [72]. s 3TUX TeCTOB He
TpebyeTcs Koomepaluy co CTOPOHBI MalMeHTa, YTO MO3BO-
et 00bekTUBHO oueHuTh BKian [IMKC B mbixaTenbHyo
HEJ0CTaTOYHOCTh Y OOJBHOTO B KOME MJIM BETeTaTUBHOM CTa-
Tyce.

JlnarsocTuka

Jna noarsepxaeHus aumarHo3a [IMKC npumeHsioTcs Bce
M3BECTHBIC METOIBI IMATHOCTUKK HEPBHO-MBIIICUHBIX 3200716~
BaHUIA.

Heiipoguzuonoeuueckue memoost

BnextpoHeitpomuorpadus (OHMI) — ocHOBHOIT MeTOx TUar-
Hoctuku [IMKC, no3ponstiiolnuii moaTBepaAnTD 3a001€BaHKE U
YTOUHUTb TOMUYECKUI YPOBEHDb MOPaKeHUs: epupepruuecKuii
HEPB, HEMPOMBIIICYHBIN CUHAIIC WM MBILILIA.

Jna IMMKC nHapymeHue HefipOMBIIIEUHON Tepeaayn He
xapaktepHo [19], mostomy matonormyeckuii (6onee 10%)
JEKPEMEHT aMIUTMTYABI TIPA PUTMIYECKON CTUMYISIINK YKa-
3bIBaeT Ha OJIOK CHHANMTUYECKOH mepemaun. ¥ KPUTHUECKUX
00sbHBIX B yenoBusix MUBJI HelipoMbllleuHblIi OJI0K yallle BCEero
BBI3BaH TPOMJICHHBIM ICHCTBHEM MHUOpPEIAKCAaHTOB Ha (hOHE
IUchHYHKIMKM TedeHn U Touek (cM. «[InddepeHnnanbHbIm
JINarHO3»).

IMpy cTUMYNAIIMM MOTOPHBIX M CEHCOPHBIX BOJIOKOH HepBa
OIpenessIeTcsl aKCOHOIATHS, ST KOTOPOI XapaKTepHBI HOP-
MaJjibHasl WM YMEPEHHO CHMXXEHHAs! CKOPOCTBIO TPOBEACHMUS
10 HePBY M YMEHBIICHNE aMITTUTYIbI CYMMapHOTO ITOTEHIINA-
JIa IeMCTBISI MBIIIIIB 1/ YT TIOTeHIIMANA TeHCTBHS CEHCOPHO-
ro Hepsa [20]. Inst ycranoBku quarHo3a [IMKC akcoHonaTust
JOJDKHA OTIPEIENATECS KaK MUHIMYM B IBYX HEpBax, HO pa3s-
HBIX KOHeUHOCTel. Helipodhmanonornueckas ommeHKa maToo-
TMU MBI M HEPBOB pecnupatopHoii rpynmsl npu [IMKC
CXOXa C MCCIICHOBAHMEM MBIIII] M HEPBOB KOHEUHOCTE, HO
uMeeT cBou ocodeHHocTu [17]. st uccnenoBaHus TPYIHONO-
CTYMHBIX HEPBOB, TaKMX KaK AuadparMaibHble U MexXpeoep-
HBble, HApSAy C 3JIEKTPUUECKOM CTUMYJIALIUCH MPUMEHSIETCS
Takxke MarautHas [26, 80].

Wronpyatas snekTpoMuorpadusi BBISBISET W3MEHEHMs,
XapakTepHbIe JUIT MUOTIATMU: CHYDKEHHME aMILIMTYIAbI M IJIM-
TEJbHOCTM TMOTEHLMajda JABUraTeJbHbIX eauHul [93].
[Matonornyeckass CIOHTAHHAS AKTUBHOCTb HA 3JEKTPOMUO-
rpaMMe B BUJIE MOTEHLIUANOB (DMOPMILIALMIA W MOJIOXKUTEIb-
HBIX OCTPBIX BOJH MOXET OTpaXXaTh KaK MMOIIATUIO, TaK U
ocTpylo neHepsauuio. HMccaenoBanue auadparmaibHOii
MBIIIIBI TIPOBOIMTCS C MOMOIIBIO MIONBYATHIX 3JIEKTPOMIOB,
KOTOpBIE BBOASTCS B Hee ION KOHTPOJEM VJIBTPa3BYKOBOTO
cKaHupoBaHus [22].

[Mpsimast CTUMYISILIMST MBITIILL TIO3BOJISIET TIpoBecTy MU hepeH-
LUATbHYI0 TUAarHOCTUKY MEXIy MOJMHEBpONaTueir 1 Muoma-
THEN KPUTUYECKOTO COCTOSTHUA [75]. IS 3TOTO MCMONb3YeTCs
OTHOILEHUE AMILUTUTYIbl CYMMaPHOTO MBILIEYHOTO OTBETA TIPU
crumysiuuu HepBa (MNSamp) K aMIuiuTyae mpu npsiMoi cTu-
MYJSIIIMM  MBIIIIIbI, WHHEPBUPYEMOW 3TUM Xe HEepBOM
(DMSamp). Ha HeBpomaTHio yKa3biBaeT CHIZKEHHE OTHOIIE-
Hust MNSamp/DMSamp menee 0,5 ipu HOPMaJIbHOM BETMYHM -
He DMSamp. Huxnue rpanunsl HopMbl DMSamp mpu
perucTpauuu ¢ MOMOLIBIO CYONEpPMaIbHBIX U KOHLEHTpUYE-
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cKuX anekTponoB cocTtapisioT 1,0 MB u 3,0 MB cooTBeTcTBEH-
Ho [85]. B cmyuae cHmkenuss DMSamp omHOBpeMeHHO CO
3HayeHreM MNSamp/DMSamp 6Gonee 0,5 nuarHoctupyercs
muonatus [75]. I3MeHeHus1 Ha 21eKTPOMUOrpaMMe TPy Mpsi-
MOI CTUMYJISIIIMM MBILIL BBISIBJISIIOTCS C IEPBOY HEJIEIU KpU-
THYECKOTO COCTOSIHUS M TIPE/ICKA3bIBAIOT PAa3BUTHE T1ape30B B
nocienyromeM [88].

TectupoBaHue 3MEKTPUYECKON BO30OYTMMOCTH HEPBOB [92],
9IeKTpOMUOTrpacdusi eAMHUYHBIX MBIIIEYHBIX BOJOKOH [77] U
OIpeNeIEHUE CKOPOCTH ITPOBENEHUS UMITYJIBCA T10 MBILLIEYHBIM
BosiokHaM [10] mpuMeHsIoTCsT peske, TIOCKOIbKY 9TH UCCIEN0-
BaHUA JOCTATOYHO TPYIOEMKH.

Tucmonoeuueckue uccredosanus

buoncus HepBOB M MBILIL] — «30JI0TOM» CTAHAAPT AMArHOCTHU-
ku [IMKC, HO KaKk MHBa3WBHas METOIWKA TPUMEHSETCS B
OCHOBHOM i1 IudepeHIMaabHOTO AMarHo3a ¢ KOHKYpHU-
PYIOLIMMM HEPBHO-MBIIIEUHBIMU 3a00J€BaHUSIMU, KOTOPHIE
HEJb34 UCKIIOYUTh IPYTUMHU CIIOCOO0aMH.

buorncust HepBOB BBISIBIISIET MEPBUYHYIO aKCOHAbHYIO Jere-
Hepaluio TPEUMYLIECTBEHHO TUCTAlbHBIX CEIMEHTOB 0e3
cBUAETeIbCTB BocmaneHus [96]. Ho orcyrcrBre Mopdonoru-
yeckux npu3HakoB He uckiouaeT [IMKC, notomy uto Hapy-
nieHue (YHKIMU MPEIIIeCTBYeT CTPYKTYPHBIM M3MEHEHUSIM
HepBoB [57].

[1pu cBeTOBOIT MUKPOCKOTMU B 00pa31ax MbIILIL 00HAPYKH-
BaloTCsI arpodus BOJOKOH (IPEUMYIIECTBEHHO BOJOKOH
Il Tuma), Hekpo3bl W Bakyosnu [29, 46, 73]. B emMHUYHBIX
clayyasx HabiwogaloTcs MNpU3HaKM BocmajdeHus [29].
UccnenmoBanue yabTpacTPYKTYpPhl MBIIIEYHBIX BOJOKOH
BBISIBIISIET TIOTEPo MUO3WHAa [24, 47, 76]. BennunHa oTHOIIIE-
HMS MMO3MH/aKTHH, COCTaBJsSIOIIass MEHee eIMHUIIBI,
SIBIISICTCS JOTIOHMUTEIbHBIM THATHOCTUYECKUM KPUTEPHEM
[MMKC [82]. UMMYHOTMCTOXUMUYECKUN aHATU3 MOATBEP-
’KIAeT M3MEHEHUE KOJNMYECTBAa CTPYKTYPHBIX MPOTEUHOB U
akTHBaluio mpoteonusa [47]. Pesynbrathl mMccieqoBaHUs
AKTMBHOCTH (DEPMEHTOB B OMOTTAaTe YKa3bIBAIOT HA MUTO-
XOHApUaIbHYIO TUchYHKLHMIO [8].

pyeue memodoi

Yposenb kpeatuHuHochokunassl mpu [IMKC moxer ObITh
MOBBILIEHHBIM BCJIEICTBUAE HEKPO3a MBIILIEYHBIX BOJIOKOH [18].
ViIbTpa3ByKoBOEe CKAHMPOBAHKE MBI TI03BOJISICT OIICHMBATh
IMHAMUKY UX aTpodun [74], B T.4. iuacdparmsl [11].

Kputepun imarnosa

Iuarao3 [IMKC ycraHaBmmBaeTcs Mpy HaIMIAU HIDKEITIEpe-
YUCJEHHBIX MPU3HAKOB [4]:

1. Kputnueckoe coctosiHue (MM MpeIIecTBOBAIO KPUTHYE-
CKOE COCTOSIHUE).

2. CnabocTh MBI KOHEYHOCTEW W/WIM 3aTPYIHEHHOCTDb
oTyyeHus ot ycaosuiit MBJI.

3. Heitpocdusnonornyeckoe MOATBEPKIEHUE TTOTMHEBPOTIA-
TUU 110 aKCOHAJbHOMY TUITY U/WUIX MUOMATUU.

4. UckmoueHue Apyrux MPUYMH, MOJHOCTBIO OOBSICHSIOMINX
CHMIITOMBI U TAHHBIE HEHPO(DU3NOTOrMIECKOTo 00CIe0Ba-
HUSL.
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MonuHeBPOMMONATUS KPUTMYECKIX COCTOSTHMIA

Knaccudukamus

B 2005 . C.E Bolton [18] omy6arkoBan KiaccupuKaIuio reHe-
PanM30BaHHON HEPBHO-MBIIIEYHON MATOJIOTUM, CBSI3AHHOM C
KPUTUYECKUM COCTOSTHUEM:

1. TlonmHeBponaThs KPUTUYECKOTO COCTOSTHMS.

2. TIposieHHbI HEUPOMBILIEYHBIN OJIOK.

3. Muomnatusi KpUTUYECKOTO COCTOSTHUS:

3.1. MuomaTus ¢ moTepeil MUO3MHOBBIX (DUJIAMEHTOB;

3.2. octpast HeKPOTU3UPYIOIIAsi MUOTIATHSI;

3.3. pabmomuonus,;

3.4. xaxeKkTuyeckas MUOTATHI.

JnddepennuaibHblii 1HATHO3

Huddepenunanshpiii quarno3 [IMKC HeoOxonumo mpoBo-
JIUTh C IPYTIMU COCTOSIHUSIMU, OBICTPO PUBOISIIMMU K AUbD-
(hy3HOIi MBITIIEYHOM CNAOOCTU U/MIT HEMPOTEHHOM JIBIXaTe b~
HO# HemocTaTouHOCcTU. CHUCOK 3a00JeBaHUi, CXOXUX C
[IMKC, HacuuThIBaeT HECKOIBKO ACCITKOB HO30JI0THi [62],
HO OOJBIIMHCTBO U3 HUX OTJIMYAIOTCS TE€M, UTO Pa3BUIIUCH JIO
noctymieHust B OPUT uim 10 KpUTUUECKOTO COCTOSTHUS.

Cunopom luiiena-bappe

Cunppom Iuitena-bappe (CI'b) — ocTpas monmHeBpomaTust
ayTouMMyHHoI Tipupoabl. Knunuyecku CI'D npakTtuyecku
Heotanuum ot [IMKC, notomy uTo nmMeeT Takoe ke MOHO(ha3-
HOE TeUYeHMe C OBICTPO TPOrPECCUPYIONINM TTeprudepuIecKIM
TeTparnape3oM 1 JbIXaTeJbHOI HemocTaTouHocThio. OKosio 3%
cnyyaeB CI'b pasBuBaeTcsl B YCJAOBUSIX CTallMOHAapa B MOC/e-
orepalMoHHOM Tepuoje, Ho ropasno yaie CI'b pazBuBaetcs
1o rocrnutanu3auuu [7]. g nuddepeHaibHOro [uarHosa
HeobxoguMa DHMI. [Tpubnusurensto B 75% cinydaes HaOI0-
naerca gemuenuHusupyomas gopma CI'b [63], yro otanyaer
cunapom ot [IMKC, mig KoTopoii XapakTepHO aKCOHAIbHOE
nopaxenue [20]. HanGonbIyio ciioxXHOCTb 11 AuddepeHIn-
ATbHOTO MarHO3a TpeacTaBsieT akcoHanbHas ¢hopma CI'b. B
ommuue oT [IMKC mia CI'b xapakrepHbl: 1) pa3BuTHe 10
KPUTUYECKOTO COCTOSIHMS, 2) CHMITOMBI WH(EKIMOHHOTO
3a0osieBaHus (JIMXOpajaKa, AMapes) 10 HEBPOJOTUUECKUX MPO-
sBJIeHUI1; 3) moBbIlIeHKe Oeska B ukBope; 4) aHturena IgG x
ranrmosugaM GM1, GM1b, GDla unu GalNAc-GDla [34].
B cnoxHbIX cnydasix mokasaHa OMOINCHSI HEpBa, B pe3yibTare
kotopoii mpu CI'b onpenensiorcs: nmoBpexaeHue MUEINHA U
AKCOHOB, MEePUBACKY/IIPHbIE TUMGBOLUTAPHBIE HHOUIBTPATDI,
0YaroBble CKOTIICHUS IMM(POLIUTOB B 3HAOHEBpUH [7]. B mosib-
3y CI'b Takxe CBUIETEIBLCTBYET MOJOXUTEIbHAS TMHAMUKA Ha
(oHe criermpuuecKoro JeyeHus: IPOrpaMMHOro Iasmade-
pesa 1 MyJIbe-Tepauy MIMMYHOTJIOO0yIMHaMu Kinacca G.

[lopupus

Octpasi mepeMexaromasicss TOpGUpUs — TeHETUUECKU
00yCc/IOBIIEHHAsT OCTpast aKCOHATbHAsSK MOMMHEBPOMNATHsI, KOTO-
past pa3BUBaeTCs BCIeACTBUe neduimra hepMeHTa nmophoom-
JIMHOTEH-A€3aMHUHA3bl, YYaCTBYIOLIETO B TPOLECCE CHHTE3a
rema. IMoppupust oOHapyXuBaeTcs B MepuOAbI 000CTPEHUS,
KOTOPBIE MOTYT OBITh CIIPOBOLIMPOBAHBI OTIepalyieii in mpue-
MOM JleKapcTB (IOJHBIN TepedeHb cM. http://www.drugs-
porphyria.org). duddepeHunanbHblii IMarHO3 OCHOBBIBAETCS
Ha TIPEALIECTBYIOIIUX SMU30/aX B aHAMHE3€ U OMpeleSeHUY
nopduprHOB B Moye [6].
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BosneiicTBue MuopenakcaHTOB Ha OOJILHOTO MOXET ObITh
HeTIpeicKa3yeMo JOJITMM: BO-TIEPBBIX, BCICICTBUAC M3MCHEHIMS
UX KJIMPEHCa W, BO-BTOPHIX, MO MPUYMHE CTONKOI AUCHYHK-
LMY CUHANITHYECKOH Nepenauyn Ha (PoHe MMEIOLIEerocs CyoKIu-
HUYECKOTO meheKTa, BICKTPOIUTHBIX HAPYIICHWI WM HeTo-
CPEACTBEHHO JIUTEJBHOTO MPUMEHEHMS] MUOPEIaKCaHTOB
[87]. YcTaHOBUTH MPOMIEHHBIA HEHPOMBIIIEUHBII OJIOK TO3BO-
JSTIOT (haKT HeJaBHETO NMPHUMEHCHMS IIPErapaToB W HaIMJKe
MaTOJOTMYECKOro AEKPEMEHTA aMILTUTY/IbI MBILIIEYHOTO OTBETa
MIPY PUTMUYECKON CTUMYJISLIMU HEPBOB. TakkKe MOXKHO MpoBe-
CTH TPOOY ¢ aHTUXOJIMHECTEPA3HBIMHU TIperapaTaMi.

Muacmenus

B ocHOBe MuacTeHNM JIEXKUT ayTOMMMYHHOE (pexke BPOXICH-
HOe) HapyllleHue HelpoMbllleyHol mnepenauyn. Peskoe mpo-
IPeCCUpOBaHKME CHMIITOMOB MOXET OBITh BBI3BAHO LIMPOKUM
CIIEKTPOM TIPETIapaToB, MPUMEHSIOIIMXCS IS ICYCHUS KPUTH-
YECKOro COCTOSIHHUSI: COJM MarHusi, 0JOKaTOpbl KaJbLMEBBIX
KaHaJIoB, OeTa-0JI0KaTOPkI, AETOJISIPU3YIOIIe MUOpEeTaKCaH-
THI, aHTUOMOTUKM (aMMHOTTTMKO3UIBI, MAKPOIUIBI, (PTOPXH-
HOJIOHBI), HEWpPOJENTUKM, MOYETOHHbIE MpernapaThl (Kpome
Kanuii-coeperaomx), (Gropcomepxaiiie KOPTUKOCTEPOUIbI
[5]. MuacteHuo MoaTBEPXAAlOT JaHHbIE aHAMHe3a, TOJI0XKM-
TeJbHbIE KJIMHMYECKUE TEeCThl Ha YTOMJISIEMOCTb MBILILL U
HaJM4Ke TaTONOTUYECKOTO JeKPEeMEHTa aMIUIATYIbBI MBIIIEY-
HOTO OTBETA IPU PUTMHICCKON CTUMYJISLIUM.

Benmunamop-accoyuuposannas ouagpaemanvras ducgyuxyus

JnacdparMaabHas MbIIIIIA MO CBOEl MpUpoe B OOMbIIei cTe-
TIeHU TIOIBepKeHa pUcKy MMMoOmm3anuu. [latonorus aua-
(bparMaIbHOM MBIIIIIEI BCICACTBHE ¢€ 0€3IeCTBIS B YCITOBUSIX
MBJI monyuuna HasBaHWe <«BEHTUJISITOP-aCCOLMUPOBAHHOM
nradparManbHOil auchyHkumm» (BAJLJT) [86]. MexaHu3M pas-
Butusg BAJIJ1 cxox ¢ matorene3om I[TMKC. Taxxke mx o0mmm
MIPU3HAKOM SBJISIETCS 3aTPYAHEHHOCTD OTIy4eHUS OT YCIOBUIA
MBIJIL. B otinuue ot IIMKC npu BAJIJ] oTcyTcTBYeT mopaxe-
HHUe HePBOB ¥ MBIIIII, HE YYaCTBYIOIINX B aKTe JBIXAHIS.

Teuenue u ucxon

[To HatmM HabmoneHusIM [1], pa3BUBLIKACH, HEPBHO-MBbILIEY-
HbIE HAPYIICHUS B NATbHEHIIEM UIYT [0 COOCTBEHHOMY MYTH U
yXe cnabo CBSI3aHbl C KPUTMYECKUM COCTOsIHMEM. B TeueHun
IMMKC MOXHO BBIIEIUTb TPU CTaAUU: Pa3BUTHE, CTAOWIU3A-
s u perpecc. B Havase 3a6oneBanus BeipaxkeHHOCT [IMKC
MIPOrPECCUPYET, HO K YETBEPTHIM CYTKaM OTMeYaeTCsl Iepexo B
CTaIMIO CTAOWIM3ALINY, TJTUTEILHOCTH KOTOPOl MHIMBUIYalb-
Ha JUIS KaXmIoro manueHTa. Jlamee umeT cramus BOCCTaHOBIIC-
HUSI, KOTOpOe MOXET ObITh HermoJHbIM. 1o maHHBIM 0030pa,
BKJTIOUatomiero 36 uccienopanuii, u3 263 6ombHbx ¢ [IMKC y
68% BOCCTAaHOBUIACH CIOCOOHOCTb XOOMUTb 0€3 IOIIEPXKHU
(cpemHuii cpok HabMoneHUsT — 3—6 Mec), B To BpeMs Kak 28 %
MAIMEHTOB OCTAJIUCH TSKEJNBIMU MHBATUIAMU, BIUIOTH 0
HeobxomuMocty yeiosuii MBJI [58]. OcHOBHOIM TpUYMHOIM
MHBATMIHOCTH Y TaKWX TAlMEHTOB SIBISIIOTCS BBIPAXXEHHbBIE
napessbl. [1o HaMM HaGIIONEHWSIM, Y TIAIEHTOB B BETETaTHB-
HoM craryce npuszHaku [IMKC MoryT coxpaHSThCS 10 KOHIIA
*ku3HU. Heo0X0n1MMO OTMETUTD, YTO MPU MTOBTOPHOM Pa3BUTUU
KPUTUYECKOTO COCTOSTHMSI (HampuMep, BCIENCTBUE TMO3IHUX
THOMHO-CENITMIECKNX OCTOXHEHMiT) BeIpaxeHHOCTh [IMKC
MOXET CTPEeMUTEIbHO HapacTu. Hamul BbISIBIEHO, UTO Y Mally-
€HTOB c JieTaibHbIM ucxoaoM [IMKC npotekana tsxenee, yuem
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y BepkuBLIKX [ 1]. BoabHbie ¢ [IMKC BoccTaHaBIMBaauch Me-
JIEHHee, YeM TTallMeHThl 0€3 HEPBHO-MBIIIEYHBIX HAPYIICHUH
[59]. Pesynbrarsl 3apyOeXHbIX MccaenoBanmi [37, 45] oTHoCH-
teabHo ucxona [IMKC nocratouno npotuBopeuussbl. [Toatomy
MOKa TPYIHO cka3ath, kakoi kommoHeHT [IMKC BoccTaHas-
JIMBAETCS OBICTpee: MUOIATHS WIIH TIOJTMHEBPOTIATHSI.

BiusHue Ha CPOKH rOCIIMTAIM3AIMH H JIETAIbHOCTD

ITo panHbIM cuctematideckoro oo3opa [81], IMKC ymumnnHser
cpoku neueHust BOPUT u craumonape. B aToMm e 00630pe yka-
3aHO, YTO B TPEX U3 JBEHAALATH MyOIMKALMi OTMEUEHa CBSI3b
IMMKC ¢ neranpHocThio B OPUT, a B ueThIpex U3 BOCBMU — C
KOJMYECTBOM CMEPTEIbHBIX UCXOI0B 32 BPeMsI JIeUeHUs B CTa-
uuoHape. B aToT 0030p He BOLLIO HOBOE MHOTOLEHTPOBOE
MCCIIeNOBaHNUE, CIICIIMAIBHO ITIOCBSAIIEHHOE 3TOMY Borpocy [9],
B pe3yJIbTaTe KOTOPOTrO YCTAHOBJICHO, YTO BHE 3aBUCUMOCTH OT
TsikecTu coctosiHust 60JbHbIX, [IMKC cBsizaHa ¢ rocnuTaib-
HOM JIeTaJbHOCTBIO: OTHOINEHWE IIAHCOB COCTaBUIO 7,8
(95%-b1it 1N 2,4-25,3).

IIpodunakTuka

CornacHo gaHHbIM o030pa KokpaHoBckoro CoTtpygHudecTBa
[49], moka3aHO, YTO TOJBKO CTPOIMil KOHTPOJb TIMKEMUU
MHCYJIMHOM B rpaHuiax 4,4—6,1 MMOJIb/JT CHUXAET PUCK pa3-
Butss [IMKC. OtHocutenbHbiii puck coctaBun 0,65 (AU
0,55—0,78), cnemoBaTesibHO, B TPYIINE CTPOr0 KOHTPOJIS TIIMKe-
muu puck [IMKC npubausutenbHo B MOATOpa pa3a MEHBILE,
4eM B KOHTPOJIbHOI rpymrie. [To naHHbIM 0030pa, B LieJsIX MPo-
dunaktuku [IMKC HeT ocHOBaHMI peKOMEHIOBATh MUTAHUE
C TIOBBIIIEHHBIM COJIEpXKaHWEM apTMHUHA WM TIyTaMuHa, a
TaKXe Ha3Ha4yaTh [IyTaTHOH, TOPMOH POCTa WM MMMYHOTJIO-
OyJIMH.

Ucxonst muz undopmanuu o cdakropax pucka [IMKC (cm.
«DaKTopHI pUCKa»), HETECO00PA3HO OTPAHNINTH HAa3HAYCHIE
MHOPETaKCAaHTOB, aMUHOIIMKO3UIOB M KOPTUKOCTEPOMIOB,
OJTHAKO KJIMHWYECKUX WCCACNOBAHUI, MOATBEPXIAOIINX
3¢ (heKTUBHOCTD TaKOM IMPOGIIAKTHKY, TTOKa HeT. boee Toro,
Tepamus METWIIPEIHU30JI0HOM OCTPOTO PECIUPaTOPHOTrO
JMCTPECC CUHIPOMA TI0 CPaBHEHMIO C IIaledo He yBeauduia
KommuecTBo caydaeB [IMKC [53]: oTHomIeHHe IIAaHCOB COCTa-
Buno 1,5 (AX 0,7-3,2).

VuuteiBas, 4To 00e30BUXKEHHOCTD MALMEHTA BO BPEMsI KPUTH-
YEeCKOTO COCTOSIHUS 3HAYMTENBbHO BIUSIET Ha MaTOreHe3
[MMKC, Gonbire HaTeX bl BO3TATal0TCsl Ha PAHHIOK aKTHBH-
3alMI0 MaluueHToB [68]. PaHHssa akTMBM3aLms TpeOyeT orpa-
HUYEHWST U30BITOYHOCTU Celaliiy OOJNBHBIX ¥ PAHHUX peadu-
JIUTAIMOHHBIX MEPOTPHSITHI, BKITIOUAs BEPTUKANU3ALNIO U
xoab0y ¢ nepsbix AHell UBJI. TIpumeHeHre mpoTOKOIOB ceaa-
uuu [78], paHHeiit peabunutaimu [12, 23] waM Ux coyeTaHue
[79] matoT KOocBeHHOE MTOATBEPXKACHNE X IIPODUIAKTUIECKOTO
addekra B ciayyae ¢ [IMKC. IlonoxutenbHoe Bo3neiCTBUE
TIACCHBHBIX IBIDKCHUIT KOHEUHOCTEN Ha COCTOSTHYE MBI Y
TSDKENOOONBHBIX [44] HeTaBHO MOJYYWJIO €lle OJHO J0Ka3a-
TtenbctBO  [23]. Ilocme  3aBepiieHMs]  UCCIENOBaHUS
NCT00709124 (cMm. http://www.clinicaltrials.gov/ct2/show/
NCT00709124) cranet n3BecTHa 3 GEKTUBHOCTD 3TEKTPHUEC-
CKOI1 MUOCTUMYJISLIMY AJ1s1 ipodunakTuky v teyenus [IMKC.
Atpoduto nuacdparManabHOW MBI MPEIOTBPALIAET €Xe-
THEBHAS CTUMYISALUS AuadparManbHBEIX HEPBOB B TEUCHHE
30 muH [11]. DTO MOXKET CIIOCOOCTBOBATH CKOPEHILIEMY OTITYYE-
HUIO OT PECUpaTopa, HO KIMHUYECKKE UCCIeTOBAHUS TI0 JaH-
HOMY BOIIPOCY TTOKa OTCYTCTBYIOT.
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Jleyenue

Jleuenne [IMKC ckimagbiBaeTcss U3 HECKOJBKUX COCTABIISIO-
IIVX: TpagWIMOHHAS WHTEHCHBHAS Tepanus KpUTHYECKOTO
COCTOSIHUSA, (hapMaKosornyeckas Tepanus HEPBHO-MbIIIEY-
HBIX HapyIIeHWiA, oTirydeHue ot yenosuit UBJI, dusnoneueHne
U peaduInTaIusl.

B orcyretBHE crenmpuyeckoro MeIMKaMEHTO3HOTO JICUCHHMS
[IMKC Ha3zHaualoTcs mpenapartbl, MPUMEHSIOIIKUECS TpU
JICUCHUHN TIOJIMHEBPONATHIA ¥ MMOIIATUI, CXOXMX C ITOJMHEB-
pomaryeii 1 MUOIIATUEN IIPU KPUTUYECKOM cocTossHuu. [lo
HalleMy MHEHUI0, HAYMHATh Tepanuio TaKMMU IpernapaTaMu
KeNmaTeNbHO Ha JTare perpecca KPUTHMYECKOTO COCTOSTHMS.
Hamu ormeueH OiarompusTHbiil 3Gb¢heKT UIMaakpuHa Ha
BeIpaxkeHHOCTh [IMKC [2].

B cutyanuu 3aTpyiHEHHOTO OTITy4eHMsT OOJBHOTO OT PeCMpa-
TOopa Leaecoo0pa3Ho Cef0oBaTh OOIIUM MEXIYHAPOIHBIM
pekomeHmatuam [16, 61]. B Hacrosimiee Bpems 4JIEHBI
Kokpanosckoro CoTpyaHHUYECTBA MPOBOST CPaBHEHUE M-
TEeJBHOCTU OTJIYYEHUS 1Mo TpoTokonam mnpekpamenuss UBJI u
0e3 poTokoJoB [15].

PeabunuTalinoHHBIE MEPONPHUITUS CIIOCOOCTBYIOT pErpeccy
[MIMKC [23, 27] u 1o/KHBI CTaTh 00s13aTebHBIM KOMITOHEH-
TOM ee JieueHus [63]. OCHOBBIBASCh HAa IPUHLMIAX JOKA3a-
TenbHOI MeauumHbl, European Respiratory Society u European
Society of Intensive Care Medicine pa3paboTanu pekoMeHIa-
UK 10 (GU3NOTEpAITU OONBHBIX B KPUTUIECKOM COCTOSTHUM
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Critical illness polyneuromyopathy is acquired neuromuscular
abnormalities (polyneuropathy and/or myopathy) as a result of
critical illness with prolonged immobilization, clinically mani-
festing with muscle weakness and difficult weaning from

mechanical ventilation. In review present up-to-date informa-
tion about history, epidemiology, etiology, pathogenesis, clinical
picture, diagnostics, differential diagnosis, disease course, pre-
vention and treatment of critical illness polyneuromyopathy.
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