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Oco6eHHOCTU OHEeCTe3UOAOrM4YeCcKoro nocoodus
Y POXXeHULblI CO CMMHAOABHON aMUuoTpodueun
BepAHUra — lodoPpmMaHa: KAMHUYECKUN CAYHON

Pe3stome. IIpedcmasaeno onucanue anecmesuonouuecko2o 0becnevenis y pojiceHulbl, cCmpaoaioueil cnu-
HaavHoU mblweyHoll ampogueti Beponuea — logpgpmana. Podopaspeuienue nposedero nymem onepayuu
Kecapeea cevenus. Yuumoleas HaAUUUe 8bipaNCeHHOI IKCMPAeHUMANbHOI NAMOA0UU U AHAMOMUYECKUX
U3MeHeHUll, blOpan Memoo 06e3004U8anUs: MOMANbHAS BHYMPUBEHHAS AHECME3USsI CO 8CHOMOAMENbHOL
UCKYCCMEEHHOU 8eHMuUAAYUell 1eeKUX 8 KOMOUHAYUU ¢ UH@UAIbMPAUUOHHOU anecme3uell mkaHell. [lpu
AHeCMe3U0A02UYeCKOM NOCOOUU MUOPEAAKCARMbL He UCNO0Ab308aAUCh. H361eueH naod MydccKoeo noaa ¢
maccoit meaa 2800 e u oaunoit 49 cm, ouenxa no wkane Aneap 9/9 b6annos. Ilocaepodoswiii nepuod npome-
Kan 6e3 0CA0JCHeHULL, COCMOHUE POOUAHUYbL NPU BbINUCKE YI081eME80PUMENbHOE.

KiroueBbie ciioBa: cnunanvras amuompopus; 6oaesns Beponuea — Toghgpmana; poovt; anecmesus

CnuHajibHasg aMUOTpodusl, WA CIIMHAIbHASI MbI-
meuHas atpopusi (CMA) Bepauura — lNodpdpmana, —
9TO HACJEACTBEHHAsl IMAaTOJOIMsI, CBSI3aHHAsl C <«IIO-
JIOMKO#1» B TEeHETMYECKOM aIlrnapare Ha ypOBHE JIOKyca
5q13 5-i1 xpoMocoMmbl. ['eH, B KOTOPOM TPOUCXOIST MYy-
Tauuu, NOJYYWUJ Ha3BaHUe survival motor neuron gene
(SMN) — «reH, OTBETCTBEHHBI! 3a BHIKMBAaHUE MOTO-
HepoHOB». Y 95 % manueHTOB ¢ 60se3HbIO0 BepmaHu-
ra — lopdmana ormevaeTcs aeseius TeIoMepHON KO-
nuu 3Toro rexa [1].

Tsxects CMA mpsiMO KOppearpyeT ¢ IPOTSKEHHO-
CTBIO yJacTKa ACJICIIMM U COMYTCTBYIOIIMM HaJIUuUeM
u3MeHeHuil (pekombuHauun) B reHax H4F5, NAIP,
GTF2H2. Pesynbratrom abeppauuu SMN-reHa siBisi-
eTcsl HeJOpa3BUTHME MOTOHEHPOHOB CIIMHHOIO MO3ra,
JIOKAJIM3YIOIIUXCS B €0 MePeIHUX porax, 1eMUEJIMHM-
3alMs1 MepeIHUX KOpelIKoB. YacTo UMEIoTCs aHaI0r -
Hble U3MEHEHMS B IBUTATEIbHbIX SIIpax U Kopelkax Vv,
VI, VII, 1X, X, XI u XII yepenHbix HEpBOB. B ckener-
HBIX MBIIIIIAX HEHPOTEHHBIC M3MEHEHUS XapaKTepu3y-
I0TCSI TyYKOBOW aTpoduel, yepeaoBaHuEM aTpohupo-
BAHHBIX U COXPAaHHBIX MYYKOB MBIIIEYHBIX BOJOKOH,
a TaKKe HapyIIeHUSIMU, TUTTMYHBIMU JIJIST TIEPBUYHBIX
MUOTATUl (TUATUHO3, TUTIEPTPOMUS OTACITBHBIX MbI-
IIEYHBIX BOJIOKOH, TUTICPILIA3MsI COCIMHUTEIFHOM TKa-

Hu). CJIeICTBMEM 3TOTO CTAHOBUTCS HEIOCTATOYHAS
WHHEPBALMs MBI, IPUBOISIIAS K UX BBIPAXKCHHOI
aTpoUU ¢ TTOTEePEeil MBIIIIEYHO CUIIBI U IIPOTPECCUPY-
IOIIMM YracaHMEM CIIOCOOHOCTH COBEPIATh aKTHBHBIC
JBUTaTeJIbHbIe aKThl. OCHOBHYIO OITACHOCTb MpPEICTaB-
JigeT cnaboCTh MBIUII TPYyJHON KJIETKU, 0e3 ydacTust
KOTOPBIX HEBO3MOXHBI JBMKEHUsI, 00ecCIeurBalolne
IbIxaTeabHylo (GyHKLMo. [Ipu 3TOM ceHcopHas cepa
Ha BCEM MPOTSLKEHUU 3a00JIeBaHUSI OCTAeTCsl MHTaKT-
Hoii [2].

CMA Bepanura — T'odbdmana — Haubosiee 3710-
KayeCTBEHHAs CIMHAJIbHAS MbIIIeYHass aTpodus, pas-
BUBAIOLIASICS C POXIEHUST Wiu B mepBble 1—1,5 roma
XKU3HU pebeHka. XapaKTepu3yeTcs HapacTarollUMU
IOGY3HBIMA MBIIICIHBIMA aTPOMUSIMU, COIIPOBOXK-
JMAOIIMMUCS BSUIBIMK ITape3aMM, BIUIOTH IO TIOJTHOM
wiernn. OHa, KakK IIPaBWIO, COYETAETCS C KOCTHBI-
MU AedopMalsIMU W BPOXICHHBIMU aHOMAJTUSIMU
pa3BUTHS. JIMarHOCTUYECKYH0 OCHOBY 3a00JeBaHUS
COCTaBJISIIOT aHAMHE3, HEBPOJOTMYECKUII OCMOTP,
2JIEKTPO(PU3NOJOTNUECKIEe U TOoMorpapuuyecKue Hc-
cnenoBanus, aHanu3 JJHK, uzyyenue mopdonoruue-
CKOI'O CTPOEHMUSI MBIIIIEYHOI TKaHU. JleueHre Manoad-
(beKTUBHO, B OCHOBHOM HaIlpaBJieHO HAa ONTUMM3ALMIO0
Tpo(UKU HEPBHOI U MBIILIEYHON TKaHE.
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PacripoctpanenHocts CMA HaxomuTcs Ha YpOBHE
1 ciydas Ha 6—10 TeIC. HOBOpOXKIEHHBIX. HocuTenem
M3MEHEHHOTO TeHa, OOYCIOBJIMBAIOIIETO BO3HUKHO-
BeHUE 3a00yieBaHUs, SIBIsIeTCS Kaxablii 50-i1 yeaoBeK.
Ho Gnarogapst ayTocOMHO-pelieCCUBHOMY TUITY HacJie-
JIOBaHUS MATOJIOTUSI Y peOCHKA IPOSIBISIETCS TOJbKO
TOrma, Korma COOTBETCTBYIOIIAsl FeHeTUYecKast abeppa-
LIMsI UMEETCs KaK y MaTepu, Tak U y oTua. BepossTHOCTh
poxaeHus pebeHKa C MaTojJorueil B TaKo cUTyauuu
cocrasisieT 25 %.

CMA Bepnaura — lNodpdmana nmeeT HECKOJIbKO
KJIMHUYECKUX (hOPM: BPOXICHHYIO, MPOMEXYTOUHYIO
(paHHIOIO AETCKY10) U To3aHo. Llenblil psa cnenu-
aJIMCTOB BBIACISACT TOC/IEAHIO (opMy Kak camo-
CTOSITEJIBHYIO HO30JI0THI0 — amuotrpoduio Kyressb-
oepra — Bemangepa. OTCyTCTBHE STHOTPOITHOTO M
MAaTOTEHETUYECKOTO JICYEHUS, PAHHUIA JIETAJIbHBIU UC-
XOJl OTHOCST OKa3aHWEe MEAUIIMHCKOI MOMOIIN MallM-
eHTaM ¢ 0ojie3Hblo Bepaaura — lNoddmana B psig Hau-
OoJiee CJIOXKHBIX 3ada4, CTOSIIIMX Teped COBPEMEHHOM
MEIULAHOM.

Bpoxnennas ¢gopma (CMA I) — KTMHUYECKU MaHM -
decTupyer 10 6-Mecs4HOro Bo3pacra. BHyrpuyrpoOHO
MOXET TPOSIBISITbCS BSUIBIM ILI€BEJICHMEM ILIoAa. 3a-
YacTyl0 MbIILIEYHAsT TUTTOTOHUSI OTMEUAETCsl C MEPBbIX
JTHEI XU3HU W COMPOBOXIAETCST yracaHWeM TITyOOKUX
pedekcos. letu ciabo Kpuuar, maoxo COCyT, He MO-
TYT JepXKaTb TOJ0BY. B oTneabHbIX ciiydasx (mpu 6osee
MO3AHEM Je0I0TE CUMIITOMOB) PEOEHOK YYUTCS I€PXKATh
TOJIOBY U JaXKe CUIIETh, HO Ha (DOHe pa3BUTHS 3a001eBa-
HUSI 3TU HABBIKK OBICTPO MCUE3aI0T. XapaKTepPHEI paH-
HUe OyIpOapHBbIC HAPYIICHNS, TOHIDKEHUE TJIOTOYHOTO
pedrexca, hacuuKyIsIpHbIC TOAePTUBAHMS SI3bIKa. DTa
dopma CMA couetaeTcs ¢ ouropeHuneit u Hapyie-
HUSIMU (pOPMUPOBaHUSI KOCTHO-CYCTaBHOTO aIlapara:
nedopMalvsiMu TPYAHOU KJIETKM (BOPOHKOOOPa3HO
Y KWJIEBUIHON IPyIHOM KJIETKOM), UCKPUBJICHUEM I10-
3BOHOYHMKA (CKOJIMO30M), KOHTPAKTypaMu CYCTaBOB.
Y MHOrMx MauuMeHTOB BBISBISIOTCS APYrUMe BPOXICH-
Hble aHOMaJIUM (TeMaHTMOMBI, Tuapoledanus, Koco-
JIATIOCTh, TUCTUIa3usl Ta300eIPEHHBIX CYyCTaBOB, KPUII-
TOpXuU3M U 11p.). TeueHue BpoxaeHHoOU popmbl CMA 1
Hau0oJjiee 3JI0KAUeCTBEHHO BCJIEICTBUE OBICTPOTO Ha-
pactaHusl OOE3IBMKEHHOCTH M T1ape3a JbIXaTeJbHOM
myckynaTtypel. [locnennuii oOycioOBIMBaeT pa3BUTHE
U TIPOTPECCUPOBAHUE IBIXAaTEIbHON HEAOCTaTOUHOCTH,
BBICTYIAOIIE OCHOBHOI MPUYMHOM JIETAJIbBHOTO UCXO-
na. B cBS3U ¢ HapylIeHUEM TJI0OTaHUS BO3MOXKEH 3a0poc
MUILIN B AbIXaTeJbHBIC MYTU C pa3BUTUEM aCIUPALIIOH-
HOIl MHEBMOHMHU, KOTOpask MOXET CTaThb CMEPTEIbHO
OITACHBIM OCJIOXKHEHHUEM.

Pannsa nerckaa dopma (CMA II) — nebGrotupyer
mocje 6-MecssyHOro Bo3pacta. K aToMy Iepuomy aetu
MMEIOT YIOBJETBOPUTEIbHOE (DU3UYECKOEe U HEPBHO-
ncuxuyeckoe pasButue. [IproOpeTaroT HaBBIKU JAEp-
KaTh T'OJIOBY, MEPEeBOPAUYMBATHCS, CAAUTHCS, CTOSITh B
COOTBETCTBMU C BO3pacTHBIMU HopMamu. Ho B momas-
JISTIOIIEM OOJIBIITMHCTBE KIIMHUYECKUX CJTydaeB IeTH TakK
¥ HE yCIIeBAIOT HAYIUThCS XOaUTh. OOBIYHO 3Ta (hopMa
CMA maHubecTUpyeT Iociie epeHeCeHHOM peOeHKOM
MUIIEBON TOKCHMKOMH(EKINN WJIM IPYrOro OCTPOTO

WHGEKIIMOHHOTO 3a0ojeBaHnsI. B HavagbHOM TIeph-
ome mepudeprueckre mape3bl BOZHMKAIOT B HIDKHUX
KOHEYHOCTSIX. 3aTeM OHU JOCTAaTOYHO OBICTPO pacmpo-
CTPaHSIIOTCSI Ha BEpXHUE KOHEYHOCTH U MYCKYJIATypy
tynoBuiia. PazBuBaercsa quddy3Has MbleyHas Turo-
TOHUS, yracaioT riyookue pedraekcol. Habmoparorces
KOHTPAKTYPbl CYXOXWINI, TPEMOD MaJIblIeB, HEIIPOU3-
BOJIbHBIE MBbIIIEYHbIE COKpalleHUs ((hacLuKyISIIIN)
s3bIKa. Ha mo3aHuX cTamusix MpUCOSAUHSIIOTCS OYib-
OapHbIe CUMIITOMBI 1 TIPOrpecCUpylolias AblXxaTeJabHast
HengoctaToyHOCTh. TeueHne CMA 11 6onee MemieHHOE,
yeM y BpoxaeHHoR dopmbl CMA. IlaimiueHThl MOTYT
JIOXKMBaTh 10 15-JIeTHEeTO Bo3pacra.

IMo3nusisa dopma (ammorpodust Kyrennoepra — Be-
nmangepa, wm CMA III) — Hanbosnee 1o0OpoOKadeCTBEH-
Hasg CIIMHAJbHAsT aMUOTPO(US IOETCKOTO BO3pacTa.
[lepBble mpusHaku Oo0JIe3HW BO3HMKAWOT B 1,5—2,5
roja, B OTACIBHBIX CIyJasx B mepuon ¢ 15 mo 30 net. K
5TOMY BO3paCTy y JETeil IOJHOCTHIO 3aBepIIeHO dop-
MHMPOBaHUE CTATUYECKUX W JIOKOMOTOPHBIX (DYHKITHIA.
OTCYTCTBYET 3alepKKa IMICUXUYECKOIO Pa3BUTHUS, TIM-
TeJbHOE BpeMsl OOJBLIMHCTBO ITallMEHTOB CIIOCOOHBI
CaMOCTOSITEIbHO JABMIaThcsl. HekoTopble M3 HUX J1O-
JKMBAIOT 10 ITyOOKOM CTAapOCTU, HE TEPsISl CHOCOOHOCTH
K caMooO0CayKMBaHUIO. 3a00eBaHMe HAUMHAETCS He-
3aMeTHO. JIBMXKEHUSI CTAaHOBSTCS HEJIOBKUMU, HEyBe-
PEeHHBbIMU. [leTh 4acTo CIOThIKalOTCs, ManaiT. M3Me-
HSIETCS TTOXOIKA — OHU XOMST, CTU0ast HOTW B KOJICHSIX
(«1moxoaKa 3aBOJHOM KYKJIbl»). Bsijible mape3bl mepBo-
HavyaJlbHO JIOKAJTU3YIOTCSI B IMMPOKCUMAJIBHBIX TPYITIaxX
MBI HIDKHUX KOHEUHOCTEH, B TaJIbHEHIIIEM CpaBHU-
TEJTBHO MEIJICHHO ITePEeXOAsIT Ha IPOKCUMAaJIBHBIC TPYII-
IThI MBIIIIIL BEPXHUX KOHEUYHOCTEH, MBIIIIIBI TYJIOBUIINA.
ATpodust MBI 0OBIYHO MaJI03aMeTHA BCIEICTBUE XO-
POIIIO Pa3BUTOIO MOJKOKHOTO XUPOBOTO CJIOS. Tummy-
HbI (PaCHUKYJISIUM I3bIKa, MEJIKUII TPEMOpP MablIEB,
OyabOapHble CUMMOTOMBI ((aCUMKYIIUMU U aTpodus
S13bIKa, CHUKEHUE TJIOTOYHOTO M HEOHOTO pe(IeKCOB).
I'myboxue pedekchl yracaloT y:ke Ha paHHUX CTagusIx
6one3nu. KocrtHo-cycTaBHble AedopMaluy pa3BUBa-
IOTCSI MapajUieJIbHO OCHOBHOMY 3a0osieBaHMI0. Hanbo-
Jiee BbIpaxkeHa AeopMalLys rpyIHOM KIeTKu. TeyeHue
CMA III 310KauyecTBEHHOE, HO MsITue, YeM ITpU BbIlIe-
paccMoTpeHHbIX popmax. HapyiieHue cnocoOHOCTH K
CaMOCTOSITeJIbHOM Xombbe mpoucxomut B 10—12-yet-
HeM Bospacte. bombHbIe XkuByT 10 20—30 net [3—7].

[Mpn ananmm3e 6a3bl JAHHBIX M3 PA3TUIHBIX UCTOU-
HUKOB TI0 KJTIOUEBBIM CJIOBAM «CITMHAJIbHAST aMHOTPO-
¢us Bepmaura — ToddmaHa» n «aHecTe3us» HaMU
HaWIeHO JIMIIb TpU CChUIKU. [1o KIIFOUeBBIM ClIOBaM
«CMMHaNbHAs aMuoTpodus Tuma I» U «aHecTe3us»
HaiineHo 18 cchuiok. B 0OCHOBHOM OHM Kacajauch Ipo-
BEJCHUsI aHECTe3UU Y MallMeHTOB JETCKOro Bo3pacTa.
OcHOBHasl 4acTb CCBLIOK IOCBSIIEHa OCOOCHHOCTSIM
obecrieyeHusT TPOXOAMMOCTU JbIXaTeJAbHBIX MYTEH,
MpoBeNeHUS O0ILIEel aHeCTe3Uuu. ABTOPbl OTMEYAIOT BbI-
COKHUI pUCK OOlIel aHEeCTe3ur U 4YaCTO — HEBO3MOX-
HOCTb TPOBEACHUSI PErMOHApPHON aHecTe3uu. Pucku
00IIIeiT aHeCcTe3UN CBSI3aHBI ¢ TIPUMEHEHUEM IO -
PU3YIOIINX MHOPEJIAKCAHTOB W WHTAJISIIIMOHHBIX aHe-
CTETHUKOB, MCIIOJIb30BAHNE KOTOPBIX MOXKET ITPUBOIUTH
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K TaKMM IIOCJICACTBMSIM, KaK HapYIICHUS CEPACUHOTO
puT™Ma, pabooOMUOJIN3, OCTAHOBKA CepAla, HapyIICHUS
GYHKIMU TI0YEK M 3JI0KAYeCTBEHHAsl TUIIEPTEPMUS.
HapkoTuyeckue aHanbreTUKU, HEICIIOISIPU3YIOLINE
MHUOpPEJIaKCaHThl KOPOTKOTO JECTBMSI, MMIa3ojaM
U Tpornodoa CYUTAIOTCS JOCTATOYHO OE30IacCHBIMU.
Bbosblnyio onmacHOCTb MpeaCcTaBIIsSIeT COXPaHEHME CITOH -
TaHHOTO JIbIXaHUs BO BpeMsl 00l1ieil aHeCTe3UU B CBSI3U
C Yrpo30il Mpu HEaaeKBAaTHON BEHTWJISLIMU OBICTPOTO
HapacTaHWsI YPOBHS YIJIEKMCJIOTO Ta3a B KPOBU C T10-
CIEMYIOIMMU TSDKEIBIMA HapYIICHUSIMUA PUTMa Cepl-
na. Ho u uckyccrBeHHas BeHTw st jgerkux (MBJI)
MPEACTABIISIET OIACHOCTh BOJIIOMO- M 0apOTpaBMBI
U3-3a2 CYIIECTBYIOIIUX PECMUPATOPHBIX HaPYIICHUN
[8—10].

OcHOBHas 4acTh JOCTYITHOU HaM JINTepaTypHl OblIa
TOCBSAIICHA aHECTE3MOJIOTUUECCKOMY O0SCIICUCHUIO T1a-
LIMEHTOB JETCKOTO M peXe — IOHOIIECKOTO BOo3pacTa.
R.J. Graham u coagr. (2009), onuckiBast TeueHUE TIEPU-
orepalroHHoro nepuoaa y aeteii ¢ CMA, yKa3bIBaloT
Ha HEOOXOOMMOCTb M OTHOCUTE/IbHYIO 0€30MacHOCThb
MpUMEHEHUS] HApKOTUUECKUX aHaJabreTUkos [11]. B To
K€ BpeMsI aBTOPbI CUMTAIOT HEOOXOAUMBIM ITPOBECHUE
JOTIOJTHUTEIbHBIX NCCeAOBAHUI TSI pEeLIeHUs] BOIIPO-
ca 0 6e30IMacHOl pecrUpPaTOPHON MOAAEPKKU Y Malr-
€HTOB TaKOIl KaTerOPUH.

G. Ottonello u coasr. (2010) moguepkuBaOT Bax-
HOCTB YJacTHsI POJUTENEH B TIOCIEOTIEPAllMOHHOM yXO-
JIe 32 TAKMMU TIallMeHTaM1 1, KOHEYHO, HAJIMIMST WH-
JTMBUTyaJTbHOTO CECTPUHCKOTO ITOCTa HAOIIONEHUST, UTO
MO3BOJISIET BHIMOJIHSTH HAM0OJIee PAaHHIOIO DKCTYOALIMIO
Tpaxeu [12].

N. Shime u coast. (1990) u3 knmunuku Knoto yka-
3bIBAlOT HAa PUCK MPUMEHEHUS MHOPEIaKCaHTOB U
MpeajaraloT MpoBeaeHUe OO0IIel aHeCcTe3un 0e3 MUO-
pellakcaHTOB, ¢ pernapaTamu rajoraHa [13]. ITpu one-
paluy KecapeBa CeUeHHUs TakKe OIMMCAaHO IPOBeIeHUE
o01eit aHecTe3nn 0e3 MbBIIIEYHBIX pejlakcaHToB. Tak,
A.S. Habib u coant. (2005), onucbsiBas NpoBeaeHUE
aHeCTe3Ur NMpU abJOMMHAIBHOM poaopa3pelieHuu be-
pemeHHolt ¢ CMA, yka3bIBalOT Ha HEOOXOAUMOCTb UC-

&)

MOJIb30BaHUsI MOCIEA0BaTEIbHON OBICTPON MHAYKIIUU
M MHTYOALIMKU U Oe30IMacHOCTb MPUMEHEHUST OMMOW/I -
HBIX aHAJILIeTUKOB U npornodoa [14]. OHu Xe B CBO-
ux 0oJjiee Mo3aHUX paboTax MOKa3bIBalOT BOZMOXHOCTh
MHTYOaLuu Tpaxeu y oepeMeHHbIx co CMA 1 Tuna 6e3
npuMeHeHus: MuopenakcaHToB [15]. B cBoro odepens,
S.J. Harris, K. Moaz (2002) u3 BenukobputaHuu OInu-
CHIBAIOT YCICIIHYIO0 CcybapaXHOMAAJIBbHYIO aHeCTE3UIO
MpU TUTAHOBOM Ollepaliny KecapeBa ceYeHUs cpasy y
nByx cectep co CMA [16]. ITpu ManbIx onepanusax u
MaHUITYJISIINASAX TIPEAITOYTeHNEe OTMAaloT JIIOOBIM Ba-
pHaHTaM MECTHOH aHEeCTe3MU WU MepudepudecKuM
osmokanam. Tak, J.C. Sleth u S. Oks (2005) uz ®panuuu
MpeIaraloT MPU TUCTEPOCKOIMK IIPOBOIUTH Mapalep-
BUKAJIbHBIN OJIOK, YTOOBI IPEeayIpeauTh BCe PUCKU 00-
mieit anectesuu [17]. A.B. ITeiperos, O.B. MenbHUKO-
Ba (2012) Taxke ONMMCHIBAIOT yIAyHbBIN Cilydail oOleit
aHecTe3ur mpomnodoyioM U (GEeHTAaHUIOM C HCIOJIb30-
BaHUeM 15 Mr poKypoHUs1 OpoMuaa U MoAAepXKaHUEM
MPOXOAUMOCTH JbIXaTeIbHBIX IyTeH ABYXKaHaJbHOM
JIApMHIOMacKo# npu ructepockonuu [18].

MpbI npeAcTaBisieM KIMHUYECKUR ciaydail mpoBe-
JieHUs1 KecapeBa ceueHust y 6epemeHHo# B KY «1OITL]
co cranmoHapom» J1OC». bepemennas K., 22 ner, 110-
cryrmia 24.04.2018 ¢ nuarHozom «I 6epemeHHOCTD 35
Henmenb. [onoBHOe TipemexaHue». COMYTCTBYIOIINIA
INaTHO3 — «CITMHAJIbHAS MBIIIeYHas aTpodust BepaHm-
ra — loddmana. Terpamape3. Ckonmos S-o0pa3HbIi
4-i1 crenrenn. Jdedopmanius rpynHoi kieTku. Jluio c
WHBaJUIHOCTBIO 1-11 rpynmel. TabakoKypeHUe».

[Ipu ocMoTpe mpenbsBseT KaaoObl Ha IMOCTOSIH-
HYIO H3XKOTIy, 3IMM30[bl PBOTHl HENABHO CBEIACHHOI
nuuieit, 3aTpyqHEeHUe MPU OTKAUUIMBAHUU MOKPOTHI.
OOBEKTUBHO: CO3HaHUE sicHOe. [JJoCcTyrmHa NMpoayKTUB-
HOMY KOHTaKkTy. MHTeneKT He cHuxkeH. [Tcuxuueckoe
pa3BUTHE HE HapylleHo. Macca Tejga — 55 Kr, pocT —
158 cM, ungekc maccol Tena — 22,03. KoxxHble MOKpo-
BBl OOBIYHOW OKpacKW, BIAXXHOCTH, YKMCThIe. [lacTo3-
HOCTb rojieHeil u cron (puc. 1).

Heeponoeuueckuit cmamyc. 1lllupuHa riaa3HbIX 1Ie-
JIeil He m3MeHeHa. [IBIKeHMSI T1a3HBIX S0JI0K B TTIOJTHOM

PucyHok 1. bepemeHHas B cpoke 35 Hepenb
co cnuHanbHou amuoTpocghmeri BepgHura — Mlogpcpmara
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oobeme. Dk3odTanbm 1-ii cT. [Ipsimast u conpyxecTBeH-
Has peakiivs 3paykoB Ha CBET COXpaHEHa. 3peHue He
HapyuieHo. JIulo cumMeTpuyHo. MuMmyeckue npoonl
BBITMOJIHSIET YIOBJIETBOpUTEIbHO. Huctarm oTcyTCTBY-
er. Cne3zoreueHusa Het. Cinyx 6e3 udmeHeHuit. ['noTa-
HUe cBOOOmHOe. Msarkoe Hebo mpu (oHALIMU COKpa-
1IaeTCSI CUMMETPUYHO, SI3bIYOK — IO CPeIHEN JTUHUM.
ITape3oB KuBaTeJbHOI U TPaNeUEeBUIHON MBI HET.
SA3BIK MpU BBICOBBIBAHUM MO cpeaHeil JuHuu. I'mmo-
Tpoduu, pacuuKyIsIIUNR A3bIKa He BIsIBIeHO. OlLieHKa
IBIXaTeIbHBIX IMyTell 110 MaymiaMmnaTi — 2-5T CTEIeHb.
JBUKEHUS B LICHOM OT/IEJIC TTO3BOHOYHMKA OTPaHM-
yeHHBI. TOHYC MBI IeW 3HAYUTETEHO CHUKECH.

BeipaxxeHHast medopMaiidsl TPyOTHOU KIIETKU (BO-
poOHKOOOpa3Hast), JIEBOCTOPOHHUI  KM(OCKOINO3
4-i1 ct. boneBast, TeMmepaTypHasi, TAKTAJIbHAS YyBCTBU-
TEeJIBHOCTh coxpaHeHa. OO0beM MBIDKCHUM (aKTUBHBIX
¥ TIACCUBHBIX): B TIOJTHOM O0BEeMe B JIy4e3arsICTHBIX U
JIOKTEBBIX CYCTaBax, OrpaHuYeH 10 45° B MIe4eBBIX Cy-
craBax. JnUTeNbHOCTD yaep:KaHUs BepXHEell KOHEYHO-
CTU B HauBbICLIeH Touke — 10 15 ¢. ToHyc MBI pe3KOo
CHIDXEH 3a cyeT aTpoduu. Mejakuii TpeMop MajblieB.
MpbliieyHas cujia B BEpXHUX KOHEYHOCTSIX 10 2 OasIOB.
ITape3 HMXXHMX KOHEYHOCTEN, KocoJjianocTh. [dedop-
Marust KocTeil Taza. MYHKIMS Ta30BBIX OPTaHOB CO-
xpaHeHa. CaMOCTOSITETbHO TIEPEIBUTATHCST HE MOXKET C
BOCBMWJIETHETO BO3pacTa.

IIpu aycKymbTalluy ObIXaHWE HaM JISTKUMU BE3UKY-
JIIPHOE C 3KeCTKUM OTTeHKOM. CIipaBa BBICIYIITMBACTCS
10 4-To pedpa, 3HAYNTEIHHO 0CJIA0JIEHO CTIEpeIn U TI0
O0okoBoit moBepxHocTu. Criepenn ciieBa MPaKTUYECKU
HE BBICJIYIIMBACTCSI M3-3a THIIEP3BYYHBIX CEPACUHBIX
TOHOB. XPUIIOB WK KpenuTaiuu HeT. Cep/ie — aTu-
MUYHBIC TOYKM ayCKyJabTalluud. TOHBI SICHBIE, JETKUI
CUCTOJIMYECKUI IIyM Han BceMu ToukKamu. Cokpaiie-
HUS cep/illa pUTMUYHbBIE, HOpMoTeMIl. ['eMoarHaMuKa
cTabuabHas Ha L@ pax HOPMOTEH3UU.

KUBOT MSrKuii, yBeJIMYEH 3a CYET OepeMeHHOM
MaTKU, He B3AYT, JOCTYIEH MajbHaluu, 6e300J1e3HeH-
HBII. ATpodusl MBILIL MepeaHeil OpIOIIHONM CTeHKU.
Matka B HOpMOTOHYCE.

Ha mpepocTaBieHHBIX HaM PEHTTEHOBCKUX CHUM-
kax oT 2016 roga ompenensieTcsl BhIpaXkeHHbIN KO-
ckonno3 4-i crerieHu (puc. 2). YMeHbIlIeHUe o0beMa
JIETKUX U3-3a CKOJINO3a.

bonbHag Obl1a obcienoBaHa JabopaTtopHo. B 06-
IIeM aHaJnu3¢ KPOBU OTMEUACTCS aHEMMSI JISTKOM CcTe-
neHu (remorinoduH — 100 r/J1; KOJTMIeCTBO SPUTPOIIN-
TOB — 3,34 x 10'2/71), rematokput — 29,6 %, KOJTUIECTBO
TpoMOoLmTOB — 177 x 10°/1. Buoxummnueckue moka-
3aTeIM KPOBM, 3JIEKTPOJIUTHI KPOBM, KoaryjiorpaMma
B mipeaeaax HopMbl. OOIIMI aHaIM3 MOYM B Tpeleiax
HOPMBI. DJIeKTpoKapauorpadusi: puTM CUHYCOBBII, 63
ocobeHHocTel. [Ipy yabTpa3ByKOBOM MCCJIEIOBAaHUU
(Y3W) BHYTpeHHUX OPraHoOB BBISIBAEHbBI 9XO-TIPU3HAKU
xosiectaza. Y3U mouek: CTPYKTYPHBIX U3MEHEHUI He
BbISIBJICHO. Bu3syanuszaiius mpaBoil oYKW 3aTpyaHEeHa
n3-3a nedopMaruy TpyIHON KIETKU W MCKPUBICHUS
MO3BOHOYHUKA. Y3WM MIMTOBUIHON Xeje3bl: CTPYK-
TYpHOU MATOJOTUW HE BBISIBJIEHO. DX0oKapauorpadus:
(Grbpo3 1 acCMMMETpHsI CTBOPOK A0PTAIBHOTO KJlariaHa

PucyHok 2. PeHTreHorpamma opraHoB rpyaHou
KJIETKM B NPSIMOU MPOEKUNN Y NaLUeHTKN
CO criMHasibHoV amuoTpodhmeri BepaHura —
logppmara

(AK). MuHumMmanbHas peryprutauusi B cTBopkax AK.
Ddubpo3 AK, murtpanssHoro kianana (MK). Hesna-
yutenbHasa (mild) HegoctatrouHocth MK. He3nauu-
TeabHast (mild) HeTOCTAaTOYHOCTh TPUKYCHUIATBLHOTO
knanana. [lonoctu cepaiua He yBenuueHbl. Dpakius
BbIOpOca JieBoro xenynouka (JIZK) — nopma. Tun reo-
Metpuu JIZK — HopmasibHas reometpus. Cucrtoanye-
CKO€ JaBJIeHUE B JIESTOUHON apTepuu — 28 MM PT.CT.

Ha crnmmporpaMme BBISIBICHBI: CMEIIaHHBIC Hapy-
IIeHWST BEHTWISIIIUOHHOM CITOCOOHOCTH JIETKHUX C TIpe-
obmamanueM pecTpukuun. CHIKeHUe (GyHKIIMOHAb-
HOW XM3HEHHON eMKocTu 10 60 % or HopMEl. Y3U
apTepuii ¥ BeH HIDKHUX KOHEYHOCTE ! He BBISIBIIIM Ta-
toJiornu. Jlerkuii TmM@ocTa3 o0enx rojJeHel U CTOII.
V33U OpaxuonedanbHbIX apTepuii: 9X0-NTPU3HAKU HE-
rpy0oii U3BUTOCTM MpaBoOil OOIIE COHHOU apTepuu
0e3 reMoJMHAMUYECKHUX HapPYILIEHUN; YCKOPEHHbIN
KPOBOTOK IO JIeBOI Mo3BoHOYHOMU aptepuu (ITA) B
cerMeHTe V,; acummerpus kKposotoka 1o I1A B cer-
meHTe V, 6o1ee 50 %.

OcMoOTpeHa CMEXHBIMU CHeLMaIMCTaMU: TepareB-
TOM, OKYJIMICTOM, HEBPOIIaTOJIOTOM, SHIOKPUHOJIOIOM,
OTOJIADUHTOJIOTOM.

ITocne HeogHOKPATHBIX KOHCUJIUYMOB U KOHCYJIb-
Tauuii ¢ akcnepramu M3 YkpauHsbl 1o npopuiaio ObLI10
MPUHSTO pelleHNe MPOBECTU TUIAHOBOE OINEpaTUBHOE
poaopa3penieHue MmyTeM oIepaliy KecapeBa CeUeHuUs.
Meton 06e3001MBaHuS: TOTaJIbHASI BHYTPUBEHHAS aHe-
cre3ust co BcnoMorateabHoii MBJI ¢ moTokom KucCI0-
poma B KOMOMHAIIMY ¢ MHWILTPAITMOHHOM aHeCcTe3n-
€U TKaHeu.
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711 BEHO3HOTO TOCTYIIa KaTeTepU3UPOBAIIN ABE TIe-
pudepndeckue BeHHI. 151 yMEHBIICHUST 00beMa KPo-
BOTIOTEPU IO pa3pe3a HMCIIOJb30Bald TPaHEKCaAaMOBYIO
kucaory 1000 Mr BHyTpUBEHHO (B/B) MEIJICHHO.

IMpodpunakTuka paHeBOM WMHMEKIMU BBEICHUEM
nedazourHa (2 T B/B 3a 60 MUHYT 10 pa3pe3a).

ITpeMenukaiiys ocyliiecTBiasiaach 3a 15 MUH 10 Ha-
yajia ornepaluu BBeaeHueM MeTokiaornpamuaa (10 mr),
JekcaMeTaszoHa (8 mr), mpokcuyma (40 mr).

IMpeokcureHanms dYepe3 JIMIIEBYIO MackKy ar-
napatoM Monnal B pexume VCV: 1O — 350 wmu,
MOJ — 8,2 n/m, FiO, — 100 %. B xone Hapko3a re-
MOIWHAMHWKa CTaOWJIbHASA: apTepHaJbHOE HdaBJICHUE
117/76—105/65—128/78 MM pT.CT.; 4YacToTa cep-
neuHbIx cokpamenuit 100-88—76 B 1 munyty; SpO,
98—99-98 %.

Wuaykiysg B Hapko3: TuomneHTtan Hatpusi 100 mr
B/B 00JIIOCHO; HaTpusl okcubyTtupaTr 500 Mr; KeTaMuH
12,5 mr, (pentanun 0,1 mr B/B.

IonnepxxaHue aHecTe3uu: TUOIEHTaI (1o 25 Mr)
1 HaTpusi okcuoytupat (mo 500 Mr) MeToaOM TUTPO-
BaHus, deHTtanun (mo 0,05 mr) u ketamuH (mo 12,5—
25 Mr) 60JI0CHO.

NHpunpTpalilioHHas  aHeCTe3WsI  HOBOKAWHOM
0,25% nipoBOAMIIACK [TO OOIMM TIPABUIIAM.

O6uuit 06beM 0,25% pacTBOpa HOBOKAMHA COCTa-
BT 400 Mot

[lepuonepamuonHass WHOY3MOHHO-TpaHCDY3U-
OHHas Tepanus coctosia u3 200 M cbaaHCUPOBaH-
HOI'0 KPUCTAJJIOUAHOTO pacTBopa (cTepodyHAUH) U
3 no3 (120 mn) kpuonpeuunurata B (I11), mapamera-
mosia — 1000 mMr ObUIM BBEeACHHBI 3a 15 MUH 10 KOHIIA
ornepanuu.

Ponuiicst pebeHOK MyXXCKOro roja, Macca Teja —
2800 1, mmmHa — 49 cM, 9/9 6auToB 110 1IKaie Arrap.

JIUTeAbHOCTh orepauuyd — 53 MUH, aHEeCTE3UU —
55 MUH.

CymMapHoO B xoje ornepauuu BeeaeHo: 200 Mr THO-
nenTana, 0,2 mr ¢peraTanmia, 100 MT KeTaMnHa, 2 T Ha-
Tpust okcubytupara, 400 vt 0,25% HoBOKaMHa.

Huype3 — 300 ma (5,6 MJI/KIr/MUH), MOYa CBETJIAs.
O6mas kpoBomnoTepst — 250 mut.

I[To oxoHYaHMM omepaury TIPU TOJHOM BOCCTa-
HOBJICHMU CO3HAHWUS IMAllMeHTKA ObUIa IepeBelcHa B
najaty OTACICHUS aHECTE3WOJOTUM M WHTCHCUBHOM
Tepamnuu aKyliepcKoro craioHapa sl JaJlbHEHUIIero
JeyeHuss U HaoOmoneHus. [lociaeomepallMOHHBIN Ie-
puon nmpoTekan 6e3 ocodbeHHocTeil. boabHas moiydana
aHTubakTepuaabHyto (uedrasunum 1000 mMr B/B 2 pasa
B CYTKM Ha MPOTSKEHUU 5 CYTOK), YTEPOTOHUUYECKYIO
tepanuo (okcutouvH 5 EJl BHyTpuMbIIedHO (B/M) 3
pa3za B CyTKM), 00e300JMBaHUE OCYLUECTBISIM KETO-
npocerom (100 mr B/M 3 paza B cyTku). MHpy3MOHHAs
Tepanusi B 1-e CyTKU TIOCJIeONepaloHHOTO Teproaa
pKurrouasa 500 Mt crepodyHIMHA.

[Tpodunaktuka TPOMOOIMOOIUYECKUX OCTOXKHE-
HUIT TpoBoaMIachk 3HoKcarmapuHoM 20 mMT 1 pa3 B cyTku
MMOIKOXXHO Ha MPOTSLKeHNM 7 cyTOK. CTUMYIISIUS K1~
IIeYHNKA CTaHAapTHas (METOKJIOIpaMHUI + OPMOJIAKT).
Ha 2-¢ cytku mocnie orepaiiu 0oJbHasl OIpaBUIaCh
MOCJIE€ OYMCTUTEIbHON KJIM3MbI, B JAJIbHEMIIEM PEry-

JIIPHBINA CaMOCTOSITEJIBHBIN CTYJ OBbLI eXXeIHeBHO. Pe-
OCHOK HaXOAMWJICSI HA COBMECTHOM ITPeObIBAHUHU U IPY/I-
HOM BCKapMJIMBaHUU.

Ha 5-e cyTtku nocneonepalimoHHOTo riepruona 60y1b-
Has MepeBeieHa B aKyllepcKoe oTaejeHue, a yepes 10
CYTOK TOCJI€ OIepalliM BbIMIMCaHa TOMOU B yIOBIETBO-
PUTEJIBHOM COCTOSIHUU.

Takum oGpa3oM, MpeAcTaBIEHHbIN KIMHUUYECKUIA
cyJyail WUITIOCTPUPYET OOWH M3 BapMaHTOB aHECTE3M-
OJIOTUYECKOTO ITOCOOMS TIPW OINEePaTUBHOM pOAOpa3-
peIlIeHNH Y MallMeHTKN CO CITMHAJIBHON aMruoTpodueit
Bepnuura — Toddmana. YuurteiBasg Haauuue BbIpa-
JKeHHOU 3KCTpPareHUTAJIIbHOM ITAaTOJIOTMM W aHATOMM-
YEeCKUX M3MEHEHU, BbIOpaH MeTol 00e300JIMBAHMSI:
TOTaJbHAsl BHYTPHUBEHHAS aHECTE3USI CO BCIIOMOTaTe b~
Hoit MUBJI ¢ moTokoM Kuciopoaa B KOMOMHAIIUM C UH-
¢uUIbTPalLIMOHHOI aHeCTe3Mel TKaHEe.

KoHduukT nHTEpecoB. ABTOPHI 3asIBJISIIOT 00 OTCYT-
CTBUU KaKOro-aub0 KOHMIMKTAa UHTEPECOB MPU MO~
TOTOBKE JJAHHOM CTaThH.
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OCO6AUBOCTI HECTE3IOAOTIYHOro 3a6e3ne4YeHHs Y NOPOAIAAI 3i cniHaAbHOIO amioTpodieto
BepAHira — lodPmaHa: KAiHIYHUIA BUNAAOK

Pe3iome. Haseneno ommc aHecTe3ioforiyHoro 3adesre-
YEeHHS y TTIOPOMAiJLTi, sIKa CTpaXKaa€ Bill CIiHAJIbHOI M’ I30BO1
arpodii Bepanira — IN'opdmana. Po3poakeHHs MpoBeIeHO
LIJIIXOM orepalii KecapeBoro po3TuHy. BpaxoByrouu Ha-
SIBHICTb BUPAXEHO1 €KCTPAreHiTajJbHOI MATOJIOTil Ta aHa-
TOMIUYHUX 3MiH, OyB 0OpaHuii MeToa 3HEOOJIEHHS: TOTalb-
Ha BHYTPilIHbOBEHHA aHECTEe3isl 3 JOMOMIXKHOIO IITYYHOIO
BEHTUJISILIIEIO JIereHb B KOMOiHalil 3 iH(iIbTpaliiiHO0O

O.M. Klygunenko’, O.V. Maksimova?, A.B. Dudas? V.A. Sedinkin’

aHecTte3i€lo TKaHUH. [1pu aHecTe3ioyOriyHil 1oMoMO3i Mi-
opeslakCaHTM He BUKOpUCTOByBanucsi. HoBoHapomxkeHa
IUTUHA 40JOBivoi cTaTi 3 Macoto Tina 2800 r i JOBXUHOIO
49 cm, ominka 9/9 6axniB 3a mkanoto Anrap. ITicasmonoro-
BUIi niepioll mpoTikaB 6€3 yCKIaAHEeHb, CTaH MOPOIILII PU
BUTMUCLI 3aJ0BUILHUM.

KimodoBi cioBa: cninanbHa amiorpodis; xBopoba BepmHi-
ra — lN'opdpmana; rmojgoru; aHecresis

1State Institution “Dnipropetrovsk Medical Academy of the Ministry of Health of Ukraine ”, Dnipro, Ukraine
’Municipal Institution "Dnipropetrovsk Regional Perinatal Center with a Hospital” of DRC, Dnipro, Ukraine

Features of anesthesia in a parturient woman with Werdnig-Hoffmann spinal amyotrophy:
a clinical case

Abstract. The article describes anesthetic management in
a parturient woman suffering from spinal muscular atrophy
(Werdnig-Hoffmann disease). The delivery was performed by
a cesarean section. Considering the presence of significant ex-
tragenital pathology and anatomical changes, the method of
anesthesia is chosen: total intravenous anesthesia with auxiliary
ventilation in combination with infiltration anesthesia of tis-

sues. In view of the substantial atrophy of the muscular system,
muscle relaxants were not used. A male infant was born with
a body weight of 2800 g, a length of 49 cm, scored 9/9 by the
Apgar. The postpartum period was without complications, the
condition of the parturient at discharge was satisfactory.
Keywords: spinal amyotrophy; Werdnig-Hoffmann disease;
childbirth; anesthesia
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