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BYKOBHHCHKHI TepHan Mit Me, iaumui
YHIBEPCHTET, M. Yeprinu

MNATO®ISIONONIMHI ACNEKTHU
AHECTE3IONOMN4YHOIrG 3ABE3MNEYEHHA
XIPYPINHHUX BTPYYAHbL Y MALIEHTIB 3
MIONATIEIO OKOLLEHHA-BEKKEPA

Kmouosi choga: Mowenva-bexicepa
sionamin, iHmyGayin mpuxel, anecme-
Jlaaozinire 3abeneennn Xipypiunmx

Peztome. Onucanuii nad ok gHVmpiHeoseniol momarenol anecmie-
HE 3wty R on deHMWLYRICK TeCent Y X60pol, K cmpaxwdas Ha
sionamiio Jiowenna-bekxepa, ¥ 36'a3Ky 3 ieobxionicmio onepamua-

SHIPVY b, HOZO BMPYRANISA 3 RPUGOOY COCIPOZ0 KATXVIBOINOZ0 KOTCHECHMIUMY.
Hemagnno RUERANDEHT MEMOONK G NPOREASHISE 2a7aThinl auecmerii,
MURONC HABCOCHT MEMOOH QHECME3ioA02 IR0 3aDENEYCHHA
ONEPaYyii Y XBOPUX HA MIGRAMII0, MIQCIERi [ Miomoniuiy sm's308)
Sucmpogis,
Betyn I'enepanizosana crabkicTs | IMXANLHA HeNOCTaT-

[TepBuHHi HepBORO-M'A30B( YpauenHs (HMY)
CRIANAIOTE MOMETIONOTINHY rpyny 3aXBOPKIBAHbL
JudepeHIiiiHa AiarHOCTHKA IKHX € BOCTATHLO
CKNAZHOK wopasoto [1,2.3]. HadiGinbto yactrumu
thopmamu HMY ¢ cnaakori: mionaria Jeowenna -
bekkepa {cnunansna gopma aacpuoi amiorpodii),
MiacTeHid, GpyHKUIOHATEHA TICCBIONAPANITHYHA -
myasthenia gravis (EpSa - l'onbdinama cungpom),
MioToHif aTpodiuna (Kypwmana - Hlreiinepia -
battena cuuiponm) (tada.1).

[TaroreHes cnaakoBux mioTpodii. [l1a cuunpomy
Hiowmenna - Bexiepa xapaktepHa NCBHA BIACYTHICTh
CHHTEsY, 460 HATBHYH CHHTES (hy HKLIOHAILHO Hec1a-
BinbHOTG BACOKOMONEKYAAPHOTO BitKka THCTPOdiHY.
Lle Hacwinok Gedekty peUecHBHOIO reHa, N0KaNizo-
Bagoro B X-xpomocomMi (X p21.3-p22), axuii xapaxre-
pusyetsea 100% meHeTpanTHICTO. 33 BincyTHOCTI
cuuTedy AncTpodiny GeHoTHIiW L NpoABK BLANORIza-
10Tb M'A30Bi# Arerpodii Jowera. [Ipy suvxenni
KiNBKOCTI | NOpyWIeRi poaMipy JHCTPOdIHY pO3BHEA-
eTbCA M'a30Ba aucTpodis bexkepa, sKa Bigpiina-
eTbea GUibiu Hi3niM feCrorom i qobposkicHiumm ne-
pebirom. BineyTHicTs AMCTPOGIHY BeIE 10 Ti3HCY Mi-
obpun i atpodil TpoKCHMANLHOT FpynM M'sT3iR ne-
4OBOIQ i TA30BHX NOsA¢iB, PiBerb kpeareHindocdarki-
HA3H y InasMmi nigsuueyernes 8 10-100 pasis. Jetior
xBopoOH B 3-5 pokiB ¥ BUNIAAI NODYLIEHHA CTATHKY |
x0160n. Xeopoba nporpecye i 3 10-12 pokis xsopi ne-
PECYBAIOTECA TINBKH 31 CTOPOHEOIO JOHOMOTOL0.
[TocTynoBo po3BUBAETLCH BEHTHNALINRA IMXA/IBHA
HEJOCTATHICTb 32 PAXYHOK aTpodil AUXANLHUX M'a3is,
aedopmauii xpebra i rpyanol kiitkn, JKuttesa em-
HiCTB NeTeHs nMajae Ko 20-30% Bin HopMH, mopyTIry-
€ThCA APeHaKHa QYHKUIA JeTeHb, NPUEAHYHOTHEH
Terexen] indexul. JTikyBaHNS TiNLKYU CHMITTOMATHYHE.

HicTe npu myasthenia gravis (cunapom EpGa -
lonedmama) € HackiaAKOM ayTOIMYHHOT AecTpy KLl
200 inaKTHBALIT NOCTCHHANTHYHUX XOMiHOpeLeropis
MICHEBPaILHOLO cUHancey. TTeplurMi (posBaMu mio-
TowiT arpo@iunci (cuHapom Kyprumana-1llreiinepra-
BaTTeHa) ARNAIOTECA CHOBINLHEHI CKOPOYEHHA 1 He-
NOBHI porcnadieHHd W'a3is. CxopoteHHs Byab-AKMX
M'A3IB, y TOMY YHCA] H NOTICPCHHOCMYTACTHX, PO3BH-
BAKYTHCH 33 3ArANLHEMU MEXAHIIMAMM! AKTHHOBHM
I MIO3MEOBNM. B 060X BHNa/IKaX KRKUMOBA PONL Ha-
nesxuTs ionam Ca''. Y cTaHi CnoKo M'34 KOHLEHT-
pauis Ca™s #oro capronnasmi ¢knanae 107-10°
MOJIb/1. Y LMCTEPHH CapKOMiIa3mMaTyHoi citki Ca''
NONAAAE IWISTXOM AKTHBHOCC TPAHCAOPTY 38 YHACTI
KaNBLiA3B' a3y Ba1bHOT0 GilKd - KalIbLCEKBHTPHHY.,
CaproMep orodeHuii 30yanuBoo MeMGpanowo 3
NONCPCYHMMM KAHAJEAMH, WO MEIXO0ATh 10 CAPKO-
UH3MaTRY00r0 peTHKYNYMY. [1pH 36yIienHi Mem6-
PaHH capKroMepa, HATIPHKNAL, Y BUITAIKY B3aEMOil
XOiiHepriuHWX peLenTopie 3 alleTnaxoainom, Cat
LUBWKO 3BIIBHAETECH 3 LMCTEPH CapKounasma-
TUHHOTO PETHKYIYMY B CAPKOMIAIMY, TaK Lo HOro
KORLEH Ipauia B HiK 3poctac 40 |02 mosmw/it Pesyire-
TaTOM € M'A30B€& CKOPOUEHHS BHACITI 10K KoH(OpMa-
LI{AHUX 3MiH B aKTHHOROMi03RHOBIH cucTeMi, Posc-
nabnexns siadysaersen konu emict Ca** B capko-
nnasmi naaae Humue 107 mons/n. ToMy cydacui
AQCAIIHHKY BBAKAIOTH OCHOBHOK) TIPUYHHOIO PO3BHT-
Ky MioTOHii arpodiuuol cnankoei qedexT Tpancnop-
Ty Ca’ B CHCIEMI CAPKOIUIAZMA-CEPKOLLIA3MAT Y-~
HEH PETHKYITYM,

AHrecTesionoriune 3adesneHeHH OmepaTHBHHX
BEPYU4Hb ¥ TRKMX XBOPHX CKNANAK0TH 3HAYHIE TPYAHO-
1t Az Aikaps-aHceTeionora. Fomy HeoBxifHo maru
HiTki yABTEHHS npo Mopdonorivni, maTodizionoriuni
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Ta0aung 1

Autpepennifing giarnocTawa cnaakoBux Miopuctpodii

No TTpHu iRy, KNIHIUH, Miomaris (JloneHHa- Miacterin (myasthenia Mioronis atpodiivna
e narogisionorivni bexxepa cuipom) gravis, (Kypuvana-1ITedsepra-
BioxIMiuL 0318KH EpbGa-Toasapnava BarTeaa CHIL PO}
L e CHEEIPM) o
| A Maopdo.toriuni. Y uembpani siodidpun | Jlecrpykitia abo TTi-imiena npOHHKINEICTE
, uaredgizooriun i wiACy Tk Bistow inaxranaiis viesBpairy v a3onot
BloxiMiuui sMIHH aueTpodiy NOCTCUHATITHYHOTO K2iTHtsn ana Na' abo
NOITHEPITYNOTO HGPYLUEHUA NOCTY IICHUA
DEIETURL HEPRORG- Ca'
MUABORMO CHHAIICA THc.s ckopoucHua M 13
3 Mogatok wxRUMoORaHHA | 3-5 poxis 20-30 poxis y ®idox, 50- | 10-30 poxie
L —— 70 y vonorikin S
4, [TepeGir yaxpoprOBURHA [porpecyiourii TMporpecyiouni i [Tporpecywauit
. jpemicisvn_ o
5. Komieitnin orssiak: [Mporpecyoua crabriers | Fenepanizobany Cnopiasiene i Henopiwe
-patini | TIPOKCHMATBIIHY IPAIT cradkicTe s aiie. Hros, POICHAS.ICHH M H3EB e
M AITB 1LACUOROID § QIS AW 3apTpis X CKOPOUCHIHS.
, TA30BOTO TOACIB. aucdaria. M 3080 cAabKICTL.
- TIOPYLICHHSA CTATHKH | TopylueHES IpeHAMHOT | ACTCHEPRILIE M A3IB.
! XHILOM, ledinpMartis hVHKLIT Nereun, JIHXLIWIE HENOCTATIHC P,
xpedra 1 rpy ol KTk, | Jmxaisia PH3UK acnipanit, cepuesi
JICTEHCPAlIS SIMXLIRHUX | HCAOCTATHICTh, JCTCHCBY | apHTMIT | PIsHOMUHITHI
~THi 3Hi M A31R, IUXATRHA indhektin, puInk Brakud TPORHOCT ,
HEAOCTATHIC TS, Jterenend | acitipauif COPULBA HBAOCTATHICTD
| | iHgeruis, prink
‘ " acripanil
6. Jlabopaiopaa - Pigenn Artintiig e Pinci kpeardiindgocdarki-
S HOUTH K kpeatrHinochaTri- | xoaiHopenenTopia y I OHUSH TUIENTH HESHASTHO
HATH 11143VH  B0% xoopHN : HELABHINCHHA
- niasuuemi s H)-100
pas
7. Jliky pains Cuvirtomariune haribiropu AXE. Cumirromainyie: delitToth,
KOPTHEOCTCPOT M. clekipodi sivioriuig
My HOJIEIpeCar |, crafinisanis purMy cepis
iasMadepes,
THMEKTOMIS

Ta GIOXIMIYHI IMIHH B M'SI30BHX BOTOKHAX, X peakiito
Ha A0 JikapcbKKx 3acobis min yac akecTedii Ta B
nicisonepautiinromy nepioai (tabn.2).

Kniniune cnocrepeskenna. atienrsa 1., 35 pokis,
ineanig |-1 rpynu 3 AMTHHCTEA, NOCTYNMAA 8 2-re
Xipypriune BILAINCHHS NIKAPHI LIBHOKOT MEOMUHOT
JonoMork M. YeprisLi 3 2iarlio3oM: FOCTpHHA kanbKy-
NLOZHHI XONEIECTHT. XROPIE 3 5-TH POKIB MIOTIATIEH
Hiwwenna-bekkepa, konu 3'asunaca cnalkicrs
MPOKCHMAILHOT I'PYIIK M'S31B BCPXHIX | HUMKHIX
KiHLIBOK, ROPY LIEHHA CTATHEN Ta XOIsbM, 3axBopro-
BAHHS MpOTpecyBano i 3 |2 pokie Xeopa nepecyBa-
ETBCS TUILKH 31 CTOPOHBOIO JOMOMOFOIO B IHBATLICH-
koMy Bi3Ky. EfidopuiHa, HealeKkBaTHO oLiHIOE CBif
ctaH. Bupwiena atpodis m'asis nnewosoro i Tasoso-
ro MOACE, CTEroH 1 Bepxiix Kinuisok. KoHtpakrypm s
rominkopocTonHux cyrnobax. PyxomicTs 30epexena
TifbkK B AMCTANBHWR Biaginax pyk | Hir, 3nauna
nedopmaia rpyIHOT KNITKA: rnepnopaos y nonepexo-
BOMY 1 kithockonion y rpyHomy Biaainax xpebra, jlu-
XATBHI pyXu rpyarot K1iTke obMexei. TaxinHoe B
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CMOKOT: YACTOTa AuXaHHsi 24 1a | x5, 1 lpu Tpusanmiii
POIMOBI BHHHKAE 3a1y X4, WiaHo1. JKWTTEBa €MHICTD
aerens [ JT1CTaHOBHTL TUbKH 27% naiexunoi. Apre-
piansauil kposaHHi THeK cknaiae 100/60 v pr et
LinexTpokapaiorpama: pury cuuycornid, PQ -020c,
BUCOKHH 3ybewb R yV, i V.. Konuentpatis remo-
rmoGiny kpoi- 150 1/n, eputponmTio - 4,7 x 10'%/n,
Onepanis 28.09.06 p. Jlas nonepe/oxenHa nere-
HEBOT acnipaunil BMICTY IIYHKA | POIBHTRY JIErEHEBOT
H(CKILIT BCUCPOM | PAHKOM [1CPKY] OICPALLED BBEICHO
omenpazo 1o 40 Mr BHYTPIIHBIBEHHO, BHITPILUHLO-
M'S20BO - MeTakIonpamin no 2 mn 0,5%-ro podiuny
i uedprpiakcon no | rp. [pemeankania ua onepa-
uifitomy crodi: arporin (.7 Ma 0,1%-ro posunny
BHYTPiiHbLoBeHHO. CeaaTUBHI 1penapaTy (onioiny i
Hen3zoniaszenitu), AKi NPUIITYYIOTL AWXAUIIE, HE
BBOAWTMCH. [HAYKLiA anecTesil nposeaena niponodio-
A0M 13 pospaxybky 2 mr/xr [%-ro posunny. [Tepea
inTybauicto Tpaxei BBEICHAI M'I30BHI penaKcaHT -
pokyponiyM 6powvig 0,8 mr/kr. Hpuitom Cenaika.
Opotpaxeanena intyGauis. Wtyuna sentHaauis



Tadauin

AHecresioaorivne 3afeznmeueHHn onepaniit v XBOPHX Ha cnaakosi mionncrpodil

2

Mionaris (/lsoumenna-
Bekkepa cunapom)

Etann

MiacTenia
{Miasthenia gravis, Epba-
T'oabadiaMa CHHOpOM )

Miartouia arpodivna
(Kypursana-EIvciinepra-
baTTeHa CHHIAPOM)

Arubiorixu,
METARTOINEMILL,
H; ~ Bnokatopd

1. | Mpesovepaniiing
WArOTORKA

AnTUGIoTMRY, MeTagionpanin,

H; — dnoxarops, inribitops
AXE, KOPTUKOCTEPOTIH

Anrudiorukm,
MOTARIONPEMIT,
H, — Gnowatopu,

_Crabitisaiis put™y cepus

PLAGKCAHTH KOPOTKOT 21T
{poryponid Spomis,
4TPaKypii, MCBCKYPLH).

AHCCTC IR, RUKAIHHO —
HEJSIOMAPYIYIOUL pelakcaHTH
KopoTke! 2t

2. TlpemeanKauin Arponiy. CenaruBHi npenapaTy npoTHiioKaIati.

3 AHGCTEIId Jaranesa i perionapua 1lepenanso periomapia JaranpHa

4. Inmyruia TIponodon Tlponodon xetamin, Mponoto, dapdiTypary
aHceTeail o | iwracAniiiel aHccToTIIE |

5. Miopeiakeatlis Henenonapysyroui Pnuboxa inranauiiina lleaenonapuayioui

§ penareanTH kopoTrol it

{pekyponin Spovig,
MeBeKypiH. arpakypii)

o. P upusarts
apeCTesil

Mponedon, invansnitina
AHECTC3IA

tiranguiling aneeTesis,
npooadoa

Mponodon, dapbitypary,
g siEng dnecreaiy

7. YCKN4IHCHRS 1L
yae olepiLuil

Acnipania, rernpecis
Mivkapaa. aprepiaabhu

TG IoRIs. rOCTPR JMXAILHA
HEAOCTATHIETE, JEICHERS
ircheknis

XoniHcpriuauil Kpus,
acnipanis, rocTpa IMXanbHY
HEIOCTATHICTS, [IeTCHERA
indexuis

Acnipanin, rocTpa

| AMXAILHA HELOCTATHICTS,
¢ plani BUIK Bilokal cepus,

]ieLlOCTaTIII‘GTb
AL HAPHWKGNIEY 3401008

8. [HTERCHAMIL Hoaomkena HTBJE
Tepallia 11chTa

i anepaiil

Tonorwena HIBJL, igridiropa
AXE. RoprHROCTEpOTIH

. I onoamena TR,
i Mcut’,‘pe,-‘LiH JLTH ZNEHTTH

Tpevopy, tewitoln

(=31

Jgeretin anaparoym "BPH3™ anxaianuui o0'em -
420 M. XBUTHHHHN 00'em avxaung - 8,6 n/xs.,
1 ligrpumantia anecTesit nposoaunocs deznepeppHoo
iHpyiicro upenodony (100 mi/kr/r} i thenradiia
(5 mKr/ir/r). Mokitopsr: HelpamMuid cnocit susna-
YUSHHA apTepia.rthoro KPOBAHOIO THEKY, NYNLCOKCH-
MeTpist i enexTpokapiockonis. TpUBATICTs onepaii -
2 roaunnu. [licna 3akindeHHA onepail y xsopol
BUIHOBMIIACH CBIAOMICTB, /1 CAMOCTIHHE AMXAHHS
Oyno needextupue. [lpopogunaca npumycona
WITYYHA BEHTIWIALIA JIereHb i pecnipaTopua miaTpuM-
Ka nporarom |6 roaun, canauiiina OpoHxockonis
uepes eHaopaxeaibay 1pylixy, amGpokeol, aHrrbio-
THKH. Exerybania vepes 24 ronnnu upn edex-
THBHOMY CaMOCTIHHOMY fHXaHHi 1 Sa0, -95%.

CknajHicTh NpoBEASHHA aHecTedil B TakuXx
XBOPHX MOB'A3aHA 3 aTpohieto | crabkicTio AMXanbHuX
M'A3ie, ZUXAALHOW HEIOCTATHICTHY | JTEr¢HEBUMHU
iHbeKLI MY, perypriTauieio.

BucHoeku

1.l'onoeHum 3aB0atHAM Nikapa-aHecTesioN0ra €

&) NONepeDKEHH PErypriTanii i acniparii LTy HKo-
BOI'O BMICTY;

6) sanobiranys genpecii nuxaHHa § Kpoeoodiry,

B) BIAMOBA Bil MIOpeJaKcatTIE | JiKAPChKAX
3ac06iB, AKi 30ATHI TPOBOKYBATH 3NOAKICHY Tireprep-
MIT0 | FiTTepRaTieMiro {CYKUiHITXO0MiH).

2. Yeim xBopum Ha crapkoBl Mioaucrpodil
HeoOXiOHO micns oncpauil MPOBOAUTK WTYTHY
BEHTUIMAILIIO JIereds | TPUBANY pecnipaTopHy M-

PUMKY 0 BIHOBIEHHA CAMOCTIHHOD eleKTHRBROIO
IAHXAHHA.

3. Y nicnaonepaniiHoMy nepiogi nporHoCTHYHY-
MH (haKTOpAME, SKI BRKEIVIOTh HA MOWKITUBICTh
BHHHKHEHHS IEFEHEBHX YCKNAAHEHs | HeofXxianieTs
TIOLOBIKCHOT LUTYYHOT BCHTUIALI! JTercHb, € KUTTEBA
EMHICTh ereHb < 30 MA/KT; TPUBANICTL 3aXBOPIO-
BaHHA >0 pOKiB; CYNYTHI 3aXBOPIOBAHHA; npA
myasteniia gravis - a03a nipigoctirMiny >750 mr/noGy.

Jlireparypa. . jlowe €'dsapd Mopean-yva., Mazuo (.
Muxaws, Knunyiccras aiiceresnonorna: kuura 3-a.-nep.c
aurit-M.: BUHOM-upece, 2004, 304e. 2, Mappu P, Ipen-
wep A, Meuee I, Podysan B Buoxnvus venoscka: s 2-x
romax.T.2. Tlep. ¢ amrn.:- M.: Mup, 1993- C.332-542.
3. Mapwasza B o, Komuuqeckan Snoxumna / Mep, ¢ anur- M-
CIH&.; Hsagrennerao BHTIOM - "Ilesckuit nuatert”, 1999 -
C.213-225. A4 Llime BIT., Mucauyorcuti B9, Trawx C.C
CranxoBi CHHAPOMH 3 OCHOBAMH MONEKyAPHOT JIarHOUTHKY -
Ucpnirni: Megakanemis, 2004 - 388 ¢.

TATOQMINOTOrHYECKHE ACTTEKTbI
AHECTE3HOJIOI'H4ECKOINO OBECITEHEHHA
XUPYPTHYECKHX OIEPALIHE ¥ EOJILHbIX C

MHOIIATHEH TIOILEHHA - FEKKEFA
(KIHHUUECKOE HABMONEHNE)

AT ATIRETR A AR e B L irs o)

B.H.Pomape, B.H.Kowoewyx, B.@.Morciuayrii,
&L Kyaauer, A.B.Pomaps

Peswome. Ouncad cayyai HHTy GauioHRO-TPAXSMILHOIY
uapkosa y Gonsnoil , crpagaromehi muotarneli Jiowenua -
Bexxepd, B CRAIN ¢ HEOOXOAMMOCTBI) OMEPATHEHOTO BMEIHA-

TEARCTRA N0 NORONY OCTROG KANLEYICIHOD XONSUHCTHTE,

JleTa RO H3ImKEHE METOIHKE TIPOBCICHIDE AHCCTCINE, A TAKKE
MPHBEICHLL METOIHE AHECTEIHOIOTHYECKOTO ofecnedeHns
onepatnil y SoMBHEIX MHOTATHEH, MHACTEHHET H MHOTORHYECKDH
MbLUICHHOM IHeTpotnei.
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Kmoqessre ciosa: [JoiwenHa-berkepa MAvNaThs, HHTY Bu-
LIH3 TPEXNCH, AlIECTE3H0I0NHUECKOE 00CCLISHEHHUE XHPYPIMHECKHX
olepanuii.

PATOPHYSIOLOGICALASPECTS OFANESTHETIC
MANAGEMENT OF SURGICAL OPERATIONS [N
PATIENTS WITH DUCHENNE'S-BEKKER
DYSTROPHY (CLINICAL OBSERVATION)

V1. Rotar, V.N. Konovchuh, V.E Myshrsky, FH. Kulachek,
AV, Rotar

Abstract. A case of intubation-trachcal narcosis in paticnts
with Duchenne's-Bekker dystrophy in connection with the

necessity of operative intervention due to acute caleulous
cholecystitls has been deseribed. The technigue of anesthesia
carrying out is expounded, the technigues of anesthetic
management of operation in patients with myopathia, myasthe-
nig und myntonic museular dystrophy are cited too.

Key words: Duchenne's-Bekker dystrophy, trachea intuba-
tion, anesthetic management of surgical operations.
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