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IIpuBeneH KIMHUYECKUH CIy4ail aHECTE3UOJIOTHU-
YECKOTO 00ECTIeYeHHs BEPTEOPOIOTHIECKON OTeparinu
y pebeHKa CO CIIOKHBIM U PEIKAM T€HETHYECKHM 3a-
OoseBaHreM — MyKomoJucaxapuao3 | tuma (cuHapom
I'ypnepa).

[TokazaHueM K OINEPaTUBHOMY JICUCHHUIO CTaja
OypHO mporpeccupytomias aeQopManuu rpyJaonosc-
HHYHOTO OTAENa IO3BOHOYHMKA TSXKEIOW CTEIEHU
C HapacTaHHEM HEBPOJOTHYECKOH CHMIITOMATHKH.
Omnpenenensl (akTOpbl pHCKa M ONHMCAH IMPOTOKOIN
1 0COOEHHOCTH aHECTE3UOIOTHYECKOr0 00eCIIeUeHMS.

Knwuesvie cnosa: myxononucaxapudos I muna
(cunopom [ypnepa), obwas anecmesus, mpyoHas uH-
mybayus, KUGOCKOIUO3 MANCEN0U CMEeNneHu, mpancne-
OUKYIApHAs huxcayus

Ju3aiin ucciaenosanus. IIpeseHranus kiuHu4e-
CKOTO CITydasi M aHaJIN3 JINTepaTyphl.

Oo0bekT. Knmmanyeckoe HaOMIONEHWE aHECTE3NO-
JIOTUYECKOTO 00ECTIeUeHUsI TP TPOBEJCHUH BepTe-
Oposornveckoil onepanuu y peOcHKa ¢ MYKOTOIHCA-
xapuzao3oM | Tuma (cuagpom ['yprepa), nepeHecuiero
TPaHCILIAaHTAIIUI0 KOCTHOTO MO3ra.

Merton. AxieHTHpPYeTCsl BHUMaHue Ha 5 (akro-
pax, 3aTpyIHSIONINX KOPPEKIHIO MPOrPeCcCHpPYIOIeH
nedopMaliy TO3BOHOYHHKA: PYHKIIMOHATHHBIE Hapy-
IICHHUS CO CTOPOHBI BHYTPEHHUX OPraHOB, CUCTEMHAs
nedopMalysi MO3BOHOYHHMKA, HEBPOJIOTHUYSCKUN Jie-
(GUIHT, TEMATOIOTUYECKAsh COBMECTUMOCTh M CTEHO3
Tpaxewu.

Abstract

A clinical case of anesthetic management of a
child with a complex and rare genetic disease such
as type [ mucopolysaccharidosis (Hurler syndrome)
undergoing spine surgery is described.

The surgery was indicated due to the presence
of rapidly progressive severe deformity of the tho-
racolumbar section of the spine with augmentation
of neurological symptoms.

Risk factors are determined; the protocol and
peculiarities of anesthetic management are de-
scribed.

Key words: I mucopolysaccharidosis (Hurler
syndrome), general anesthesia, difficult intubation,
severe kyphoscoliosis, transpedicular fixation

Pesyabrar. OOGOCHOBaH MPOTOKOJI MHOTOIPO-
¢uIbHOTO 00CIeOBaHNs, ONMCAHBI JETall aHeCTe-
3MOJIOTHYECKOTO 00ecneyeHns1 B 3aBUCMOCTH OT OTle-
PALMOHHOTO U AHECTE3HOJIOTHYECKOTO PUCKA, a TaKKe
JEeTaT3UpOBaHa XUPYPrHYeCcKas TaKTHKa KOPPEKLUH
CHUCTEMHOH Jie(opManiii O3BOHOYHHUKA.

Oocyxkaenue. lanHoe HaOMOICHNE OTpaXkaeT He-
00XOIMMOCTh ¥ BO3MOXXHOCTBH TIPOBENIEHUS BepTeOpo-
JIOTHYECKUX OINepalMi y AeTell ¢ MyKOIIOINCaXapHI0-
3oM [H Tuna.

Knrwoueswie cnosa: mykononucaxapuoos I muna,
cunopom I'ypnepa, decpopmayus no3eonounuxa, one-
PAYUOHHBLI PUCK U AHECME3UON02UYeCKoe 0becneye-
Hue
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Myxomnonucaxapuio3sl (MIIC) — rpynma Hacnen-
CTBEHHBIX (TCHETHYECKUX) Oo0JIe3HEH HAKOIUICHUS,
MPOTEKAIOIINX C TIOPaKEHUEM HEPBHOW CHCTEMBI,
I71a3, BHYTPEHHUX OPraHOB M ONOPHO-ABUTaTEIbHO-
TO anmapara, BO3HUKAIOUINX BCJIEICTBUE HAKOIUIEHUS
KHCJIBIX TIIMKO3aMHHOIIMKAHOB (MYKOTIOIHCAaXapuI0B)
[9, 10, 12]. Hapymienust B oOMeHe IPUBOIAT K Pa3HBIM
CHMITOMOKOMIUIEKCAM, MMEIOIIUM psif OOIIMX KIIH-
Hudecknx npossineHui. Bce MIIC xapakrepusyrorcs
W3MEHEHUSIMH CKeJleTa M BHYTPEHHHX OpraHoB (TH-
NEePTCH3UOHHO-THApPONeaIbHbIH CHHAPOM C YBEIH-
YeHHEeM pPa3MepOB TOJIOBHI, TeNaTOCINIEHOMETaJIHeH,
CepIIeYHO-COCYIUCTON HENOCTaTOYHOCTHIO, CTPAJaoT
r7a3a, KOXKHBIE TOKPOBBI, BO3HHUKAIOT KOHTPAKTYPHI
CYCTaBOB), BEIPOXKEHHBIMHU IIPH pa3HbIX (hopMax B pas-
JUYHOH cTemeHHu. [JIMKO3aMUHOTIIMKAHBI OTKJIa bl
BAaIOTCA TaKXE B CIM3MCTOM O0OJIOUKE, BBI3bIBAS €€
yronuieHue u aucyskuo. bomsmmacTBo MIIC co-
MPOBOXKAAETCS TPYOBIMHU (PYHKITMOHAIHHBIMH HapyIIIe-
HUSIMU HEPBHOW CHUCTEMBI, TPUBOISAIINMHE K JEMEHIIUN
(u3 7 renernueckux popm MIIC npu 3-x — cHHAPOMBI
I'ypnepa, Xantepa u Candunumnio — panuusbie Gpop-
MBI YMCTBEHHOW OTCTAJIOCTH SBJISIOTCS MMOCTOSHHBIM
CUMITOMOM). AHANIN3 JaHHBIX KIIMHIYECKOTO, TeHETH-
YECKOTO U OMOXMMHUYECKOTO MCCIIEAOBAHUS TTO3BOJISIET
YCTaHOBUTH TNArHO3. JleueHue B OOJBIIMHCTBE Cyda-
€B cUMIITOMaTn4eckoe, pu HekoTopsix Tumnax (I, I1, IV,
VI) ahdexTrBHA 3aMecTUTENbHAS TEpAHs CHHTETHYC-
CKHUM JH3UMOM, TIPH 2-X THUIAX — Mepecaaka KOCTHOTO
mosra (tunsl I, I11). Hanbomee BrIpakeHHBIE CHHIPO-
MaJbHBIE HApYIICHUS W HEOIarompUsATHBIA TPOTHO3
orMevaroTces npu cuuaapome ['ypnepa. [Ipu orcyrerBun
aJIeKBaTHOM KOppeKuuu (GYHKIHMOHAIBLHOTO cTaTyca
u aedopManuy MO3BOHOYHUKA JICTAILHBIA UCXOJ Ha-
CTyTaeT 10 TOCTMKEeHHsI Bo3pacTa 6—10 jeT ot mpuco-
€IMHEHUS PECIIMPATOPHBIX 3a00JIeBaHII U CepIedHO-
COCYIUCTOH HEJOCTaTOYHOCTH.

CoBpemennsbie noaxonsl k geuenuto MIIC, ¢ ognoit
CTOPOHBI, YBETMUUBAIOT MPOJOIKUTENBHOCTh U Kade-
CTBO KM3HHU MalMEHTa, C APYTol — YBEIMYNUBAIOT KOJIH-
YEeCTBO MAIMEHTOB, HYXXIAIOIINXCS B TMPOBENCHUH XH-
PYPTHYECKOTO, B TOM YHCIIE€ OPTONEIMIECKOTO, IEICHHS,
SIBJISTFOIIIUXCSI CTIEICTBAEM Pa3BUTHS TATOTEHETHUECKOTO
npouecca. OqHako BOMPOCH! cTaOMIU3aLUH (QyHKIHO-
HAJILHOTO CTaryca WM aHEeCTe3HOJIOTMYeCcKOro odecrede-
HUS ¥ TI0 Cei /IeHb BBI3BIBAIOT MHOTO BOIPOCOB, B TOM
YHCJie OHW aKTUBHO IUCKYTHPYIOTCS B JINTEPAType.

Heap — onricats 0COOEHHOCTH aHECTE3HOIOTHYE-
CKOTO 00ecIeueHus IPU XUPYPrHdeCKOM JICUSHHH TIPO-
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rpeccupyoniei nedopManuy MO3BOHOYHNKA Ha (OHE
MIIC IH tuna.

Kauauuecknii cayqait

B otnmenenune BepreOpoNOTMH W HEHPOXUPYPTUH
PHII BTO um. akan. I A. Unu3zaposa 7 mapra 2012 1. mo-
CTyIHJI manueHT 3 yiet 6 mec. Poqurenu peGenka npens-
SIBJISUTH >KaJIOOBI Ha MPOrPECCHPYIOLIYI0 KH(POTUIECKYIO
nedopManuro rpyIonosiCHIYHOTO OT/IeNa TO3BOHOYHHKA,
OBICTPYIO YTOMIISIEMOCTh peOeHKa TpH Xonpde (Hapac-
TaHue crmaboctu B Horax). M3 amamHe3a OBLTIO W3BECT-
HO, 4TO peOeHoKk OomeH ¢ poxaenus. [uarnos MIIC 1
tmna (cuaapom ['yprnepa) BeictaBieH B Bo3pacte 10 mec.
C aT0ro MoMeHTa peGeHOK Moiydan (pepMeHT03aMecTH-
TenpHYyI0 Tepanuio. B Bo3pacre 1 roma 8 mec mepenec
OTIepaIiio AJUIOTEHHON HEPOJCTBEHHOM TpaHCIUIaHTa-
IIMM T€MOIIOITUYECKUX CTBOJIOBBIX KJIETOK, ITOCJE YEro
Pa3BUIIOCH OCIIOKHEHHME — PEaKLys TPAHCIJIAHTAT Mpo-
THB XO35IMHA B BUJIE MYKO3UTa IIOJIOCTH PTa.

[lo sTomy moBomy peOEHOK MONydal UMMYHO-
CYTIPECCOPHYIO (IIMKJIOCIIOPUH, KOPTH30Jd), MPOTH-
BOBHPYCHYIO  (AQIIMKJIOBHpP), IPOTUBOMHKPOOHYIO
(bucenTon, QEeHOKCUMETHITICHUIIMIINH) U TPOTHBO-
rpubkoByr0 ((arokoHazon) tepanur. PebeHOok panee
NepeHec HEeCKoNMbKo omepauuii: ampens 2010 r. — an-
JIOTEHHasd HEpOJCTBEHHAs TpaHCIJIAHTAllUsS TeMOIIO-
ATUYECKUX CTBOJIOBBIX KieTok; MapT 2011 r. — mma-
CTHUKa MYMOYHOTO Koibla; MioHb 2011 . — miuactuka
aroHeBpo3a OeJlol TUHWH KUBOTa; siHBaph 2012 1. —
OUPKYMUU3UI0. B BRIMMCKaxX CBEACHUS O MPOBEACHUH
1 0COOEHHOCTAX aHECTE3UOIOTHIECKOT0 00ecIeueHHs
OTIEpaTHBHOTO JICYEHHS OTCYTCTBYIOT.

OcHOBHOHM Juarfo3: Mykomonucaxapumo3 | Tuma
(cuampom ['yprepa). CucteMHBIN TPOTpecCUpYOIIHii
KU(03 TPYAONOICHUIHOTO OTAENA IIO3BOHOUYHHKA TSDKE-
noi creneH. HwkHuMl cnacTudeckuil mapamnapes Jer-
kol cremenu. ComyTcTByrommid auarHo3: CocTrosHue
Tocyie aJNIOTeHHON TPaHCIUTAHTAIMH TeMOIOTHYECKIX
CTBOJIOBBIX KJIETOK. PeakIiust TpaHCIUIaHTaT IIPOTUB XO-
3s1MHA B BUZIE MyKO3HTa TosocTH pra. KpossiHas xumepa.
OO6cTpyKkTHBHBIN OpOHXHT (4 3mn304a). XPOHUUECKUH
ageHonuT. BayTpennsst ruapouedanus. Craaust KoM-
NeHcalyy. J[ByCTOpOHHSISI HEUPOCEHCOPHAs TyTOyX0CTh
I-II crenenn. [loMmyTHEHHE POTOBHIIBI OOOMX TJa3. 3a-
JIeprKKa IcuxopedeBoro pazButus (rooput 10-20 cioB,
MPEUIOKEHHSI OTHOCIIOXKHBIE, 00IIAaeTCs C POICTBEHHH-
KaMHM, IMeET HaBBIKH CaMOOOCITyKUBAHHS).

[lpu ¢usukambHOM 00CIENOBaHUM OTMEYAIOTCS
JTUCTIPOTIOPLIMOHAIBHOE  TENOCIOKEHUE, BBITYKIIBINA



KNUHWYECKWUE HABNIOQEHUA

Puc. 16. Pentrexorpadms no3soHo4HMKa 40 OnepaLym

700, TpyOble 4YepThl JIMNA, MyXJble T'yObl, HIHPOKUE
HO3/pH, 3allaBllasi IEPEHOCULA, TUIIEPTEIOPU3M IJ1a3.
JlokanpHBIN KH(O3 HA YPOBHE TPYAONOSCHUIHOTO TIe-
pexozaa, TYTOIMOABIIKHOCTE B JIOKTEBBIX, Ta300eIpeH-
HBIX ¥ KOJICHHBIX CycTaBax (puc. 1a).

B HeBponormueckoM craryce OTMEYEH HUKHHUH
CIIACTUYECKUM Mapamnape3 JErkod CTENeHH, KOTOPbIH
MPOSIBJISLJICS IOBBILIEHUEM MBIIIEYHOI'O TOHYCA B HHXK-
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Puc. 18. KT, 3D VRT,
CTPYKTYPHbIE U3MEHEHNS! Te
BEPLUMHHBIX MTO3BOHKOB

Puc. 1r. MPT, T2, npuaHaky komnpeccuu
CNMHHOrO MO3ra

HUX KOHEYHOCTAX, BBICOKHMH KOJICHHBIMH W axWII-
JIOBBIMH peieKcaMu, TOJIOKHATEIBHBIM CHMIITOMOM
babuHCKOTO C IByX CTOPOH, THIIEPTOHYCOM CTOII, Ha-
PYLIEHUEM MTOXOAKH.

[lo maHHBIM peHTreHorpaduu TPYIHOTO U IOsiC-
HUYHOTO OTJICJIOB TTO3BOHOYHMKA ofpenesieHa Kudo-
CkonuTHYeCKas aedopmanus ¢ BepmuHoW Ha Th —
L, ¢ yrmom kugosa no Cobb — 65°, npaBocTopoHHUM
CKOJIMOTHYECKHM KOMIOHeHToM — 18° (puc. 10).
ITo nanneM komnbtotepHoit (KT) m marauTHO-pe-
3oHaHCHOM ToMorpaduu (MPT) mo3BoHowHHKa: ca-
THTTAIGHBIA pa3Mep MO3BOHOYHOIO KaHalla Ha YpOB-
uwe Th ~L, 6bu1 cyxen no 8,5 mm. CIMHHOH MO3T
HE KOMIIPAMHPOBAH, OTHOPOAHON CTPYKTYPHI, 3aHH-
MaeT MPaKTUYECKH BeCh 00bEM IMO3BOHOYHOTO KaHala
(puc. 1B, 1).

[lo pamneiM Y3U opraHoB OprOMIHON MOIOCTH
W TOYEK BBISBICHBI NMPH3HAKKA ATHIIMYHOTO PAaCIIONO-
JKEHHS TTO/[KETTYIOTYHON KETIe3bl.
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ITo manabIM Ox0-KI': mobGaBoYHas Xopaa B JICBOM
JKEITyIo4Ke.

ITo nanneiM OKI': HapymeHue puTMa o THILY CH-
HYCOBOW apUTMHHU.

[Tokazatenu reMorpaMMmbl B Mpefenax HOPMBL,
B KoaryjiorpaMme OTMeueHa He3HadHTeIbHas TUIep-
(buOpUHOTCHEMUSL.

[IpoBeneHp MUKPOOHOIOTHYECKUE HCCIIEIOBAHUS
MOKPOTBI, Ma3Ka U3 HOCa 1 3€Ba, MOYH.

HenpocteiM y manuenTa ObUIO ONpeAeIeHue MpH-
HaJJIe)KHOCTH KPOBH K rpymnmnam. Tak, o mepecagku
KocTHOTO Mo3ra (ampens 2010 r.) Tpymima KpoBHu y pe-
nunuenta — A2B Rh (—) CcDEe. I'pynma kpoBu 10HO-
pa A2 Rh (+) CCDee. Ha 6 mas 2011 r. rpynma KpoBu
nanueHTa O0b1a A2 Rh (+) — 100% D0HOPCKHX KIIETOK.
Ho mepen omepaTuBHBIM JieU€HHEM PEKOMEHJIOBAHO
OTIpEeETATh TPYNITy KPOBU M MHANBUAYAIBHO MOJOU-
paTh KOMITOHEHTHI KpOoBH. B Harmeit maboparopun Oputa
onpenenena rpynmna kposu A2B Rh (+) CCDeeK+MN,
T. €. BBISIBISUIMCH KaK COOCTBEHHBIC, TaK U JIOHOPCKUE
AQHTUIEHBI, TIO3TOMY KOMIIOHEHTHI KPOBHU I TpaHC-
¢dy3un MoadoMpaNuCh WHAMBHIYAIBHO, IO COBMECTH-
MOCTH.

3axirodeHne Tefnarpa: COCTOSHHE ITOCHe Tepe-
CaJIKl KOCTHOTO MO3Ta, XpPOHUYECKasl PeaKIs TpaHc-
IUTAHTaT OPOTHB XO35MHA. MYKO3UT NOJOCTH pTa.
Anenonppl 111 crenenn. XpoHUYeCcKuil aIcHOMAUT BHE
oboctpenusi. OGCTPYKTHBHBIN OpOHXHT (4 51U307a).

Bce BhImenepedncieHHOe HE CTajio MPOTHUBO-
MOKa3aHUeM Ui OIEpPaTHBHOTO JIEYEHHs, HO BBICO-
KW TIepUOTIEPAIMOHHBI PUCK OBLIT OOYCIIOBIEH BO3-
MOXHOCTBIO Pa3BUTHs aHA(UIAKTUUECKHUX pPeaKLui,
OCTpPOI HaJMOYCUYHUKOBOM HEIOCTATOYHOCTH, OpOH-
X00OCTPYKTHBHOTO CHHJIPOMA, TeMOTPaHCPY3HOHHBIX
OCIIO)KHEHUH U MOCIEAYIOUUM Pa3BUTUEM OCTPOM MO-
YEYHOU HEeIOCTAaTOYHOCTH.

[loka3aHueM K ONEpaTMBHOMY JICUCHHIO CTaia
OypHO mporpeccupyomas aehopManus T03BOHOUHH-
Ka TSDKEJOM CTeneHW ¢ HapacTaHWEM HEBpOJIOTHYe-
CKOM CHMIITOMAaTHKH.

Ja oObeKTUBU3AIMN OTIEPAIIMOHHOTO M aHEeCTe-
3HOJIOTUYECKOTO PHCKOB, MHAWBUYaJIHHOTO MTPOrHO3a
1 BO3MO)KHOCTHM M3MEHEHMs JIEUEHUs y JIeTeH ¢ maro-
JIOTHEH MMO3BOHOYHMKA B HAlleM IIEHTpe pa3paboTaHa
Y TIPUMEHSETCs 1IKajla OIIEHKH PUCKa.

OneHnBaOTCS PYHKIIMOHATHFHOE COCTOSTHIE Opra-
HOB M CHCTEM OpTaHW3Ma, BOBJICYEHHBIX B IATOJOTH-
YeCcKuH nporuecc, pusnueckoe pa3BUTHE peOeHKA, 00b-
€M U XapaKTep ONEpPaTUBHOTO JIEUCHHUS.
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Ha ocHoBanun MHOTONIPOQHUIBLHOTO 00CIETOBAHUS
JMAHHOTO TallMeHTa KIMHUYECKHUE TPOSBICHUS JIUC-
(hyHKIIMY OTpeieNieHbl BO Beex 12 cuctemax opraHusma.
C y4eToM TaKTHUKH XUPYPTrUUECKOTO JICUSHHs IO HaIleH
HIKajxe moMyymiock 15 GamtoB. J{jist cpaBHEHUS: PHCK
OTIEpPATHBHOTO JIEYEHHS PE3EKIUHU MTOTYIO3BOHKA y CO-
MaTH4eCKH 3I0POBOT0 peOeHKa 110 TOBOY H30JIMPOBAH-
HOW aHOMaJIH TI03BOHOYHUKA OIIEHMWBaeTcs B 4 Oaia.

AHanm3upys PUCK aHECTE3HOJIOTUYECKOTO IOCO-
OMsg M XUPYPrHYECKOr0 BMEIIATENbCTBA, CTOUT OTMe-
TUTH 0A30BBI PUCK BEpTEOPOJIOTHUYECKUX OINEpaLuii
Y MHJMBHYJIbHBIH.

bazoBbIMEI 0COOEHHOCTAMHU aHECTE3NOIOTHIECKO-
ro obecrieueHus] BEpPTEOPOIOTHIECKIX BMEIIATENbCTB
ABJISIFOTCS HEOOXOAMMOCTD HHTYOAIMHY Tpaxeu 11st ooe-
CIICYCHUS TPOXOAUMOCTH JBIXaTeIbHBIX MyTeH, T00-
JKeHHE TalleHTa Ha ONEepPAllMOHHOM CTOJIE Ha JKUBOTE
C YBEJMYEHUEM BHYTPHUIPYIHOTO U BHYTPHOPIOIIHOTO
JTABJICHWS, BO3PACTAIONINM Ha OTpEIeTIeHHBIX 3Tamax
XUPYPrHYECKOTO JIe4eHUsl. DTO TUKTYeT He0oOXOomu-
MOCTh OIPEICIICHHOW YKIaJKH MaldeHTa Ha omepa-
UOHHOM CTOJIE, TOTOBHOCTb K HPOJOJKHTEIBHON
WHBa3UBHOM XMPYpPrHYECKOM arpeccuu € BEPOSITHO-
cTei0 KpoBomoTepu Oombire 30% OILIK, roroBHOCTH
K TpOBeNeHUI0 HH(Y3NOHHO-TPaHC(Y3NOHHOH Tepa-
MUU W TIHIATENbHBII MOHUTOPHHT JKU3HEHHO Ba)KHBIX
¢yHKUMI opraHu3Ma mangueHTta. Takke y MalnueHTOB
C CHCTeMHOI1 matonorueii, ocobenno MIIC nporuosu-
pyercs TpynHas uatyoanus [1I-1V no Mamiamnaru [2]
3a c4eT OOJIBIIOTO s3BIKA, KOPOTKOH IIIeH, HECTAOMIIb-
HOCTH B aTJIAaHTO-3aTHUIOYHOM COWICHEHUH, CY)KCHUS
U ehopMaIiy Tpaxeu.

Jns MUHUMH3aUUH MHAUBUAYaJIBHOTO PHCKA aHe-
CTE3HOJIOTMYECKOT0 00ECIICUeHUsI Ba)KHa TTOCHHAPOM-
Has TpenoreparioHHas MOATOTOBKA: MPO(HIaKTHKA
OOCTPYKTUBHOTO CHHAPOMa (MHTaJIAUMH [3,-arOHUCTOB
U TONMHMYECKHX KOPTHKOCTEPOWJIOB) B BO3PACTHBIX JIO-
3UPOBKax B TeueHUe He MeHee 10 qHeit 10 onepaTuBHO-
TO JIeUeHMsI, CaHaIlUsl XPOHHUECKUX 04aroB MH(EKIIHH
(Ha OCHOBaHUH MUKPOOHOJIOTHYECKOTO HCCIICIOBAHMSA),
WHIUBHIYAJILHBIN MOA00P KOMIIOHEHTOB KPOBH C yue-
TOM (PeHOTHIIA ¥ MHAWBUTYaIbHOW COBMECTHMOCTH.

C yderoM mporHO3a TPYAHOW WHTYOAIMM Tpa-
Xer OBUIM ITOATOTOBNICHBI BuaconmapuHrockon CMAX
«KarlStorz», ¢pudbpodponxockomn, HaboOp I Tpaxeo-
CTOMHH U TPaXEOCTOMHYECKUE TPyOKH. DHI0Tpaxeab-
Hasi TpyOKa IOATOTOBJIEHA B COOTBETCTBUH C Pa3MepaMu
Tpaxeu W ropraHu no gaHHeiM KT: BHyTpeHHU#l qua-
MeTp 4,5 MM ¢ MamkeTol «microcuff» 1 co cTrmeToM.
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BroaHbIi HApKO3 OCYIIECTBICH UHTAIISITUECH Yepe3 OmeparuBHOE JICUCHUE BBITONIHEHO 14 Maprta
JMIIEBYI0O MacKy CMEChIO Kuciopoma u ceBodumiopaHa. 2012 1. B 00beMe OoCerMeHTapHON KOPPEKIUU U 3a-
B cBsi3u ¢ pe3kuM 3aTpylHEHHEM HOCOBOTO JBIXaHWS  HEH MHCTPYMEHTANBHOW (DUKCAIlUU TPYIOMOSICHUYHO-
nocie ynryOneHus: Hapko3a (YBETHMUCHHBIE af€HOMABI IO OTHella MHOTOOIIOPHOW TPaHCIIEAUKYISIPHON CHCTe-
W MHUHAAIMHBI, YTOJILIEHHAs CIHM3MCTas, pelakcauus  Mou. JlokanbHbId 3aaHUH crioHauoaes. JmuTenbHOCTh
MBIIII] TOPTAHH W TIIOTKHM) OBUT YCTaHOBJIEH OpoapuH-  OIepanuu cocTaBuia 4 4. J[MUTENbHOCTh aHECTE3HO-
reabHBIA BO3mMyxoBom. Clm3ucTas pOTOBOM TOJOCTH  Jlormdeckoro odecreuenwms — 5 4 20 muH. Ha mpots-
pBIXJIasi ¢ OOJBIINM KOJIMYECTBOM CIIM3HUCTO-CYKPOBHY-  JKEHHH BCETO BPEMEHU MOHUTOPHPYEMBIEC TIOKa3aTelH
HOTO OTJAESIEMOT0, 4TO MoTpedoBaio caHanuu. Mckyc-  ObUIH B TpefiesiaX BO3PACTHON HOPMBI, O3 Pe3KHUX KO-
crBeHHasi BeHTWwiusa Jierkux (MBJI) wepes nmuneByto  nebanuii. KpoBomoreps cocrasuna 39% OLK. Ilpo-
MacKy ¢ opogapHHIeaIbHBIM BO3LyXOBOJIOM ObLIa aJIeK-  BOAMJIACH TPaHCQY3Usl CBEKE3aMOPOKEHHOW TUIa3MBbI
BaTHa, C TMOKazaTelmsiMu carypanuu Ha ypoBHe 100%, ¥ OTMBITBIX SpUTPOLUTOB B 00beme 130 M1 mo mHAN-
AKCKYpCHS TPYTHOU KJIETKH M KHUBOTA XOpoInas. Ycra-  BHAyaIbHOMY MOAOOPY, 0€3 0CIOKHEHHUH.

HosJeH karetep 20G B KyOuTanpHyI0 BeHy crpasa. [1o- [Toce okoHuaHWs orepanyy TMEPEBENCH B OTIe-
CcJie BHYTPUBEHHOTO BBEJICHHS ()eHTAHWIIA U POKYpOHUST  JieHHne peanmmanuu Ha VIBJIL, uepe3 mHTYyOalmOHHYIO
B pacCUMTaHHBIX Ha Maccy Tejla JO3MPOBKax ¢ momo-  TpyOky. [logkmouen k anmaparty «Drager Savina» pe-
IIBIO BUJICOJIAPUHTOCKOIA BU3yaIn3upoBana rojocopass  xuM BiPAP (Pip — 18 mbar, Pasb15 —mbar, Vt— 130 ml,
wenb. Busyanusuposanace peixias Oyrpucras cimmsu- — f—22/min, Peep — 3 mbar, i:e=1:2, FiO,— 40%). IIpo-
CTasi ¢ CHHIOIIHBIM OTTEHKOM U runepTpodupoBanbiMu  Boauin Mouutopunr SpO,, HCC, HUAJL, OKT, Tem-
MuHnanHaMu. [opraHp pacrnonarangack BRICOKO ¢ 00b-  TMEpaTypsl Tella, KOHTPOJIb KOHIICHTPAIMH KHCIOPOAa,
IIMM HA/IFOPTAaHHUKOM | si3bIKOM. [10JT BUIE0acCHCTeH-  IBYOKHCHYTIIEPO/a Ha BIOXE U BBIJOXE.

el yCIelHO YCTaHOBIICHa MHTyOalMoHHas TpyOKa, Yepes 40 MHUH 1OCIIe BOCCTAHOBICHHS CO3HAHMS,
4TO IIOATBEPKAAIOCH 3KCKprI/IeI>'I FPYHHOﬁ KJICTKH, CIIOHTAHHOI'O AbIXaHWsA, aJCKBATHOI'O MBINICYHOI'O TO-
IIPOBEACHNEM NbIXaHUs C 00enx CTOPOH IT10 BCEM II0JIAAM HYyCa, I[OHOHHHTCHBHOﬁ CaHallMu Tpax€u U I10JIOCTHU

Y TUITAYHON KapTUHOU KamHoTrpaduu. pTa peOeHOK IKCTyOnpoBaH. B Tedenne 3 49 mocsie 3Kc-
ApPryMEHTHPOBAHHO OTKA3aJIWCh OT HWHTyOarmu  TyOaluy Moaydvall yBIaKHEHHBIW KHCIOPOJ Yepe3 JIH-
Tpaxeu TMOCPEACTBOM MPSMOW JAPUHTOCKOIIMU KJIac-  IEBYH MacKy. B mocieayromieM moTpeOHOCTH B KHC-

CHYECKUM CIIOCOOOM B CBSI3W C ONMHCAHHEM CIy4yaeB  JIOpoAe HE ObUIO: JbIXaHHE CIIOHTaHHOE, aJeKBaTHOE.
OCJIOKHEHUM WA HEBO3MOKHOCTH I/IHTYGaHI/II/I Tpaxeu Ha IMMPOTAKCHUU BCCTO BPEMEHU HAXOXICHUA B OTHC-
y nanuenToB ¢ MIIC [6, 8, 14]. B ciy4ae onmuchiBa-  JIEHUM PEaHMMAIUM IPOBOAMICS MOHMTOpHHT SpO,,
eMoro manueHTa Heooxonumo Obuto MuHEMmI3HpoBate  UCC, HUAJI, OKI, temmeparyps! Tena, IO49acoBOTO
KOJIMYECTBO TOMNBITOK WHTYOAlMM, Tak Kak uMmenoch  auypesa (mepBble cyTku). Ilokaszarenu Obiim B mpe-
MOpaKeHWEe CIM3UCTOW TONOCTH pPTa, W Majeimas  Jejax BO3PAacTHOW HOPMBI, 0e3 pPe3KHX KoneOaHuil.

TpaBMa MOTJIa IPUBECTH K KPOBOTEUCHHUIO M yXy[ule-  Temmeparypa Tela HOpMajbHas Wi cyodeOpuibHas
HUIO BHJIMMOCTH U elle OOJNbIINM TpynHOCTsIM. KpoMe — Ha MpOTSKEHWH BCero nepruoa HabmoaeHus..

TOTO, y HAC UMEETCSI MOJIOKUTEIIbHBIN ONBIT TPYAHBIX B TeueHne mepBhIX CYTOK MPOBOAWINCH MHTAJS-
1 OOBIYHBIX MHTYOAIMi Tpaxed HpU HMOMOIIM BHUACO-  IMM AEKCaMeTa30Ha M Hada3oiinHa dyepe3 HeOynaizep

JIAPUHTOCKONA Y TIALMEHTOB C aHOMAJHMAMHU PA3BUTHS  C LIEJbIO JICUCHHS U NPO(UIAKTUKN OTE€Ka CIU3UCTOU
HIEHHOTO OTZAEeNa MO3BOHOYHMKA C 3(P(PEKTUBHBIMH  BEPXHMX JBIXaTEIBHBIX MyTEH.
MPEeUMYIIEeCTBAMHU 3TOM METOANKH. B 1-e nocneonepaunonHbie CyTKH 00e3001MBaHe
Ammaparom anst UBJI «Drager fabius tiro» B pe-  OCYIIECTBIAJIOCh BHYTPUBEHHBIM MHUKPOCTPYHHBIM
skume VC (Vt — 150 ml, f — 23/min, Pip — 21 mbar,  BBeaeHuem (eHTaHMIIA B 03¢ 1—2 MKI/KI/9 U BHYTPH-
Peep — 3 mbar, ire=1:2) mpoBommics MOHHUTOPHMHI  BEHHO KarelbHO TapareTaMmona B pa3oBOi TO3UPOBKE
SpO,, YCC, nennBa3suBHOIO apTepHanbHOro AaBneHuss 4 pasa B cyTku. Ha 2-3-u cyTku nepeBeneH Ha Tpa-
(HUAL), OKI, Temmneparypsl Tena, KOHTPOJb KHC-  MaJOJ M MapaleTaMoll B/B. YPOBEHb aHAITE€3HU OIle-
J0pona, IBYOKHCHYITIEpOna, ceBO(IIOpaHa W 3aKUCH  HUBAJCS MO HIKaje M3MEPEHUS WHTEHCHUBHOCTH OOJH
a30Ta Ha BIOXE M BBIAOXE. YCTaHOBJIEH karerep 16G  ans geredl ¢ mpoOinemMaMu pa3BUTHSL (IEpECMOTpEH-
B TIPaBYIO MOAKITIOYMYHYIO BeHy, MoueBoil katerep ®o-  Has FLACC) u cocraBun 0—1 6amn Ha mpoTSHKEHUH
nest Ch6 u oporactpansablit 3081 Ch10. Bcero BpeMeHH HaOmromenws [7]. [IpoBomwmiack WH-
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Puc. 1p. PenTrexorpaciis no3soHO4HMKA NOCIE KOPPEKLIAN chukcaLmn

(Gy3noHHas Tepanug CcOAJaHCUPOBAHHBIMH TITFOKO30-
COJICBBIMH PACTBOpPaMH B 00beMe (BHU3HOIIOTHICCKOMH
MOTPEOHOCTH C y4YETOM TMPUHSATON JKHUIKOCTH dYepe3
poT. Ha ocHOBaHMM KNIMHUYECKUX AAHHBIX W aHAJIU-
30B MOTPeOHOCTH B TPAHC(Y3UU KOMIIOHEHTOB KPOBH
He BO3HHKIIO. CTOMT OTMETHTh, YTO B ITOCIICOTIEPAIIH-
OHHOM TIepHo/ie He ObUTO TOITHOTHI U PBOTHI.

B Teuenne 1-2-X cyTOk anmeTuT ObUT CHIDKEH U Ha-
yaJl BOCCTAHABIMBaThcs Ha 3-u cyTku. Cremyst pexo-
MEHJALUsIM TeMaroiora, Ha CIEAYyIollee YTPO IOcye
Orcpanuy ManyeHT BHOBb Ha4daJl MPUHUMATbL UMMYHO-
CynpeccopHyto  (IIMKJIOCIIOPUH), TPOTHBOBHPYCHYIO
(anMUKIIOBHp), TPOTHBOMUKPOOHYIO (aMOKCHITMILTHHA
KJIaBYJIOHAT) W TPOTHBOTPHUOKOBYIO ((hITFOKOHA30M) Te-
panuio. JJonoNMHUTENFHO MOTydall CpeacTBa, HOpMali-
3yroue MUKpO(Iopy KHIIeYHHNKA, MPOAOIDKAIN WHra-
JISIIUH Bz-ar OHHUCTOB U TOIMMYCCKUX KOPTUKOCTCPOUIOB.

Ha 3-u cyTku manmeHT mepeBefeH U3 OTACICHUS
peanuManuu B npoduiasHoe oTneneHue. [locie mpo-
BEJICHHOTO JICYCHHUS OTMEYAeTCs MOJIOKUTENbHAs He-
BpOJIOTHYECKasi TUHAMHKA B BHJIe CTAOMIU3aiu ped-
nekcoB. [lo gaHHBIM peHTreHorpaduu MO3BOHOYHHUKA
nedopManys ycTpaHeHa, CaruTTadbHBIN OajaHc BOC-
cTaHOBJIEH (puc. 11, ¢). PeOeHOK BBINMHCAH B YIOBIIET-
BOPHUTEILHOM COCTOSHUH Ha 25-1 NICHB.
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Puc. 1e. BHelwHuit Bug pebeHka nocne onepawym

Oo6cyxaeHue

OtcyTCTBHE MM OTCPOYKA OTNIEPATUBHOIO JICUCHHUS
MPUBOJMT K IMPOrPECCHPOBAHUIO Je)OpMAIUK MO3BO-
HOYHMKA W, KaK CJIEACTBUE, K PA3BUTHIO MHUEJIOMATHH
C HapYyIICHUEM JIBUTATEIIbHBIX (DYHKIMH U (QYHKIIUU Ta-
30BBIX OPraHOB, a TAKIKE BO3MOXKHOMY MPUCOCTMHEHUIO
BTOpHYHBIX UH(peKkiwi [15, 16]. Dto onpezenseT pa3pu-
THE BUTAIBHBIX OCJIOKHEHUH W )KU3HEHHBIC TTOKA3aHUsI
JUTSI CBOCBPEMEHHOTO OPTONEINUYESCKOTO BMEIIIATEITBCTRA.

COCTaBJISIIOIIUME  aHECTE3UOJIOTUIECKOTO  PHCKA
SIBIISTIOTCS. O0ObEM U XapakKTep OINEPaTUBHOTO JICUCHUS,
(DYHKIIMOHAJILHOE COCTOSIHUE OPraHOB M CHCTEM Opra-
HU3Ma, OCOOCHHOCTH M TPYAHOCTH aHECTE3UOJIOruYe-
ckoro obecrieueHus. Y TMAIMEHTOB ¢ KpaifHe BBICOKUM
MOTEHIMATEHBIM PUCKOM OTIEPATHBHOTO BMEIIATEIhCTRA
Y aHECTE3UOJIOTUIECKOTO TIOCOOMSI HEOOXOMMO TTPOBO-
JIUTh TINATEIBHOE MPEIOTICPAIIMOHHOE 00CIIeIOBaHKE
C OLIEHKOH (h)YHKI[HOHAILHOTO COCTOSIHUSI OCHOBHBIX CH-
CTEM IAIMEHTa U, KaK CJICACTBUC, UX IMPEAONIECPpALIOH-
HYIO TIOATOTOBKY [15, 16]. i omeHkn (QyHKIIMOHAIH-
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HOTO COCTOSIHHSI OPT@HOB M CHCTEM OpraHW3Ma IOMHMO  C TOCIICONEePAIlHOHHBIM KOPCETHPOBAHUEM B TEUEHHUE
CTaHJAPTHOTO OOCIIENOBaHUS IO HalleMy NpOTOKoMy  3—6 mec. TeXxHHMKa KOppPEKIMU HE UMEET KaKUX-THOO0
HEOOXOJIMO BBITIOJTHEHHE CITUPOMETPUH, dXOoKapano-  cneruduueckux it MIIC ocobeHHOCTEH, MO3TOMY
rpadun, KT opranoB rpyqHO# KJISTKH, IIOTKH U TOPTa-  UCHOJB3YIOTCS TPaAUIIMOHHBIC METOAMKHU. B psine pa-
Hu, Y3 opraHoB OpIOIIHOM MOJIOCTH U 3a0PIOIMIMHHOTO  OOT NMPEANOYTEHNUE OTAAETCS HHCTPYMEHTAIBHON (hHK-

MPOCTPAHCTBA, MUKPOOHOIOTHYECKOE HCCIIEIOBAHNE. Calluy C JIIMAH3KTOMHUEH Ha ypOBHE BEpINUHBI Kr(o3a
Heob6xonumo Takke yuuThIBaTH oOmue ¢oroBeie  [3-5, 11, 13, 17].

MPOOIEMBI: 33/IEPKKY (PH3MIECKOTO Pa3BUTHS, MaJIbIH OpHaKo MBI OTJIaeM IIPEIIIOYTCHUE 3aHEH TToCeT-

BEC OTHOCHUTEIILHO BO3PACTa, HU3KHI 00BEM IUPKYIH-  MEHTapHOW OMKOPTHKAIBHOM (DUKCAIIUU, YTO MO3BOJIs-

pyoIIEei KpoBH. €T BBITMIOJIHUTh KOPPEKIUIO CarUTTaJbHOrO MPOoduis

TpyaHocTH aHecTe3HoNorHuecKkoro obecriedeHus:  0Oe3 3al(Hei JIEKOMIIPECCHU B TUCTPAKIIMOHHBIX MaHEeB-
MOXXHO pa3feiiuTh I10 aHATOMUYECKOMY IpUHLIMIY.  poB. KpoMe TOro, MeToguka 3HaYUTEIbHO COKpPAIIAET
IIpu BMemaTenbcTBax Ha IIEHHOM OTAENE MO3BOHOY-  BpeMs U PUCK BMellatenbcTna [1].

HUKa, HAPYIICHNH aHATOMHUH OOJIACTH TOJOBHI M IIIeH J1e MUHMMM3allMd MHTPAONEPAllMOHHOTO pUCKA
BO3MOXKHBI MPOOJEMbl MHTYOAIMM M KaTeTepu3ald  HEOOXOJMM aHalHM3 PUCKa BCEX JTAlloOB BMEIIATENb-
MarucTpajibHBIX BeH. [leTaiapHoe TyueBoe oOcieoBa-  CTBa, 00CYKJEHUE CTYIIEHYAaTOro IPOTOKOIIA OTIepaiuu
HUS B [IPENONEPALMOHHBIN IEPUOJL, SJHIOCKOIIMYECKUN ¢ BO3MOYKHOCTBIO 3aBEpPLICHHS ONEPALMM Ha KaKI0M
U cOHOTpaUUYECKUi MHTPAOTICPAIIMOHHBIA KOHTPOJIb  CTYIEHH, & TAKIKE BOBMOXKHOCTh 3TAITHOTO JICUCHUSI.
MO3BOJISIIOT UX MUHUMU3HpOBaTh. IIpenmyniecTBa xe

MHTYOAMi Tpaxeu MpH HOMOIIM BHICONAPUHIOCKONa  BbIBOABI

1 SH/I0CKOIIA MOATBEPKAECHBl MHOTOYHCIEHHBIM MOJIO0- [IpoBeneHne CIOXKHBIX  BEPTEOPOIOTUUECKHX
JKUTEJIBHBIM OIBITOM TPYAHBIX 1 OOBIYHBIX HHTYOAaUuil  omepanuii y aereit ¢ MIIC tuna IH Bo3mMoxxHO mocie
y MAIMeHTOB C aHOMAJIMSIMHU Pa3BUTHUS LIEW M BEPXHE-  TIIATEIBHOM MpeonepannoHHON MOATOTOBKY pebeHKa

TPYAHOTO OTAeNa. YKa3aHHAs TeXHHWKa CHIDKACT KOJIM- € YYETOM BCEX KIMHHYECKUX MPOSIBICHUI 1 aHATOMHU-
YEeCTBO IIONIBITOK HHTYOAIIMM M PUCK OTEKa BCICACTBUE  YECKMX ocoOeHHOocTed. Takue omepanmu skenareib-
TpaBMaTU3aLUH CIU3MCTOH MTOJIOCTH PTa. HO MPOBOJUTH B KIMHHUKE, IEPCOHANT KOTOPOH 3HAKOM
OyHKIMOHATIBHBINA AePUIUT CBA3aH C YPOBHEM € OCOOCHHOCTSIMU MAllMEHTOB JAHHOW KaTErOpHUH.
MaToJOTUH TO3BOHOYHMKA. Tak, mpu aedopmanuu Heo6xonuma oObeKTHBHAs OLIEHKA PHUCKA C y4e-

W CTEHO3€ TPYJHOTO OT/ENa MO3BOHOYHHMKA (QYHKIMO- TOM COMATHYECKOTO, HEBPOJOTHYECKOr0 CTaryca
HaJbHBIE TTPOOIEMBI CBA3aHKI ¢ AepopMaliiield TpyIHOH ¥ 00beMa BMeIIaTelbCTRa.
KJIETKH, THII03KTa3aMH1 U aTeJIeKTa3aMH, a TAKKe THII0- ObbeM BMerareibcTBa He mocTosiHeH. Lleneco-
TCHE3UEH M areHe3uel CTPYKTYp JIETKHX, CHIDKEHHEM  0Opa3Ha TaKTHKa CTYMEHYaToro MPOTOKOJA ONeparuu
nokazarenell (yHKUWU BHEIIHero IbixaHus. lIpu ma- ¢ BOBMOXXHOCTBIO 3aBEPIICHUS Ha KOKJOW CTYIICHH.
TOJIOTUH MOSICHUYHOTO OTJIelNia MO3BOHOYHMKA HEOOXO0- Komrmnexcroe MHorompoduibHOE 00ciaenoBanne
MO MCKIJIIOYATh MH(MEKIIUI0 MOYEBBIBOJSINUX ITyTeH, W MpPEAONepaldoHHas TOATOTOBKA € OMpelesiCHHEeM
CBSI3aHHYIO C HapyIICHUEM (yHKIIMHU Ta30BbIX OPTaHOB.  KaTErOPUH PHCKa aHECTE3UOJIOTMIECKOrO TIOCOOHS MOo-
Meronuka BeIOOpa — 3a1HAS MHCTPYMEHTAJbHAs  3BOJSIET PACIIMPUTH TPaHHUIbBl KypaOelbHOCTH AETeH
¢ukcanus obmacTd KU(o3a M CMEKHBIX CETMEHTOB  C JeOpMalHsIMHU MIO3BOHOYHHKA BBICOKOTO PUCKA.
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