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1.0Onpepenenne

370KauecTBeHHas runeprepmust (3I'), Bbi3BaHHas aHecTe3uelt — Hacziefiyemoe pejkoe
(opdannoe) 3a6oneBanme, TpH KOTOPOM NPHMEHEeHHe JIeTY YHX MHTa/ILMOHHBIX AHECTeTHKOB /MM
CYKUMHW/IXO/IMHA BBI3bIBACT OCTPBIii reHepa/M30BaHHbIi THNepMeTabo/i3mM CKe/IeTHBIX MBILIL] C
MOBLILICHHLIM NOTpeb/ieHteM KHCI0POaa, NpoAyKuHeii 6oMbioro ofbema CO2, naxrara u Teruia,
6e3 cneyuduueckoro nevenus NPUBO/SLLMIT K MACCHBHOMY Pa6/IOMHMO/TH3Y H T10/IMOpPraHHOM
HEA0CTAaTOUHOCTH C KpalHe BBICOKOI JIeTa/TbHOCTBIO.

3HauHTe bHas PeAKOCTh 3a60M1eBaHMs 1 KpaiiHe BbICOKasi, 63 mpuMeHeHHs
CMIeLH(HYECKOTO JIeUeHHs], YacTOTa JIeTa/bHbIX HCXO/10B NPHUBEJIH BO BCEX K/IMHMYECKHUX
PeKoMeHaauusX 1o nevennio 3T, paspaboTaHHbIx B Pa3/MYHBIX CTPaHaX MHUPa, K HEOOBIUHOMY
COYETAHMIO — BLICOKOH yGeuTeIbHOCTH (c1bl) pexomeHAALMIA PH HEBBICOKOR Zl0CTOBEPHOCTH
AOKasaTenbCTs, Hanpumep, GRADE 1C. K COXKaJIeHHIO, MBI He pacriosiaraeM BO3MOXKHOCTBIO
TTOAYePKHYTH TaKMM CIOCOGOM HMIePaTHBHOCTb ITHX KM3HEeCTIacaloluX PeKoMeH/aLuil,
TIOCKO/IbKY B NPHHSTOH B Poccun cucteme ypoBeHs y0eauTenbHOCTH peKoMeH/aLHiA, Kak 1
YPOBEHb 10CTOBEPHOCTH JOKA3aTe/LCTB, NI0JHOCTBIO ONPEAL/AIOTCA KauecTBOM 0oy 6/IMKOBaHHbIX
UCC/1eJ0BaHHUIA.

XOTsl yallje BCEro aHeCTe3HOIOr He MOXKeT HH Tpe/BU/ETh, HU TIPeJOTBPATHTh Pa3BUTHS
3/10Ka4yeCTBEHHOH TMIepPTePMHH, C 00BEKTUBHOM TOUKK 3peHHsl OHa, MoA06HO MeIMKaMEeHTO3HOMY
aHa)H/IaKTHYECKOMY ILIOKY, OTHOCHTCS K SITPOTeHHBIM OC/IOXKHEHHSIM, BO3HUKAIOLLIMM B pe3y/IbTare
AeficTBuii Bpaua. D10 NpeABABAET 0COBbIe TPe6OBAHMS KaK K CTPOrOCTH MCIO/IHEeHHsI
H3/I0XKeHHOTrO HiKe (OGILENPHHATOro B MUpe!) POTOKO/IA JIeUeHHs!, TaK U K KayecTy oopmieHHs

BCeH MeJMLIMHCKOH JJOKYMEeHTaLMK NaleHTa («He 3anMCcaHo — 3HAUMT, He CAle/laHo!»).

2.9THOMOTHSA, KNacCUUKALUS M IaTOreHe3

Ipeapacrionoxennocts K 3T nepegaéres o ayTOCOMHO-ZIOMUHAHTHOMY THITy
HAC/Ie/;0BaHHsI C HU3KOH CTeIeHbIO MeHEeTPAHTHOCTH U BapHabe/bHOi 9KCMPeCCHBHOCTBIO. Huskas
TNEHeTPaHTHOCTH M0/pasyMeBaeT, uTo 3ab0/1eBaHIe HAC/IeYeTCs MeHbILeH J0J/1eH NOTOMKOB, uem
AOJDKHO OBITh IPH THITHYHOM JIOMMHAHTHOM THITe Hac/1e/j0BaHKs1 (MO/I0BHHA MIOTOMCTBA).
BapuabesibHas 5KCIIpeCcCHBHOCTh 03HayaeT HEO/{MHAKOBYO CTeleHb MPOSB/IEHHUs PU3HAKA B
Pa3/IMUHBIX CeMbAX TP CXOHOH CTEreHH ero NposiB/IeHNUs B Npe/e/ax 0AHOM cembu. Ipynna

T€HOB, y4aCTBYIOIMX B pa3BUTHH JJaHHOH 1aTon0ruu, 6o/ibluei yacThio pacronoxena g 19 nape




e BO3A€ﬁﬂBHﬂ TPHITEPHBIX areHTOB Ha aHOMa/IbHbII

PUTHAHOCTBIO. [lMTeNbHOE Mblieuroe COKpaljeHHe Tpebyer nosbiieHHOrO norpebneHus
SHEPrHH, 3aKTIOYEHHOMN B AT, Heduuur ATD AKTHBU3UDYET [TIMKOreHO/IH3 U
tboctbopmamﬂamyio cucremy. Bospociune MeraGomueckue notpe6HOCTH npuBoaAT K
YBE/IMYeHHIO noTpebienus KHCopoaa ¢ obpasosanrem CO2 u tema, IoBbIienye TeMIIepaTyphbI
Te/1a, opHako, HabmogaeTcs ganeko He ¥ BCeX MauyeHToB. Mcyepnanue BosMoHOCTei aspobHoro
TTyTH I0JTy YeHHS! SHePruK 3amycKaeT aHa3pOBHBIiT /KO3, KOTOpbIi conpoBoxaaeTcs
HAKOM/IeHHeM J1aKTaTa H BbI3bIBaeT MeTabo/uye Ky aluao03.

Henpepsisroe cokparenue MBILLIL, & TaKxKe HabyXaHHe U OTeK MbIieyHok TKaHH, MOBBIIIas
AdB/IeHHe B MX (acuHabHbIX GyT/spax, 6/10KHPYIOT MbliIeuHp KPOBOTOK, TeM CaMbIM 3aMblKast
TOPOYHbIi KPYT, IPUBOAAILKIL K rHbe/ MBILIEYHBIX BOJIOKOH (CapKOMepoB). Pesynbrarom siBnsiercs
NOBpeXKieHHe MeMbpaHbI MBILIEYHOrO BOIOKHA U OOLIKMPHBIit pabaomuonus, uro NPUBOJIMT K
TUNepKaTHeMHUH, THIIepKa/IbLIIEMHH, MHOITIOGMHEMUH 1 TIOBBILLIEHHIO YPOBHS
KpeatuH(pochoKnHasbl B KpoH. KOHTaKT ¢ r1asmoi KpoBH (ocdommmigos MemBpans aKTHBUpYeT
KOaryJisiHIo ¢ HCXozoM B cuHzpom JIBC. [penunuranus NpOQUIIETPOBaBIIIErocs B K1y6oukax
T0YeK MHOIZI06MHA B MPOCBETe KaHA/IbLIEB BBI3bIBACT OCTDYIO [IOYEYHYIO HEJJOCTaTOYHOCTD. Pe3kue
MeTabo/IMyecKue 1 3/1eKTpPO/IUTHbIe Hapy1IeHUst IPUBOASAT K YTHETeHUIO CepJeUHO-COCYAUCTOM
CHCTEMEI, OTeKy r0JIOBHOTO MO3Ta U APYTHM OpraHHbIM paccrpoiictBam.

Bbigensror ipe popmbI KHHHYECKOTO Teyenus 3/I0Ka4eCTBEHHOH THIepTepMHK:

GynbMuHanTHYI0 (MOHUEHOCHYI0) H aGopTHBHYIO. [lpy pynsMuHaHTHOI dopme cummromaruka




Pa3BUBAeTCs OYeHb OBICTPO, U HA MPOTSHKEHHH HECKOJILKUX IeCSITKOB MUHYT MOTYT HACTYIIHTh
M3MeHeHHsl FOMe0CTa3a OpraHu3Ma, HeCOBMeCTHMbIE C JKH3HBI0. B c/yuae abopTiBHOI (hopMbI
CHMIITOMATHKA He BbIP)KeHa, CHHZPOM rpoTekaeT 0e3 spKoil KIMHHYeCKOH KapTHHbI M MOXKeT
CaMOIPOM3BOJIHO MPeKpalLaThcst 6e3 crelpuueckoro aeueHHs.

ITpuunHe! cveptH npu 317 pa3HooOpasHbl M 3aBUCAT OT Tana U J/IMTeIbHOCTH Pa3BUTHs
OCTPBIX MPOSIB/IEHHH 3TOr0 CHH/APOMA. B nepBbie uachl CMepTh MOKeT HACTYIHTb OT
THIepKaIMeMHUeCKUX HapyLIeHHi puTMa cepAuia. ITo3/iHee K j1eTabHOMY MCXO/Y MPHBOASAT

Pa3BUBAIOLL{HECS OTeK JIETKUX MK Mo3ra, [JBC-CHHAPOM, MO/IMOpraHHasi Hefl0 CTaTOYHOCTb.

3.TpurrepHsle npenaparbl

ITpenaparsl, criocobHbIe MpoBoLUpoBaTh 3[, Ha3bIBAlOTCS TPUITEPHBIMH areHTaMH
(Tpurrepamu, cM. Tabs1.). TpaAULIMOHHO, K/IMHMYE CKUMH TPUITEPaMH CUMTAIOT CYKLIMHH/IXO/IMH H
rajioreHcojep allj{e HHrasIjMOHHbIe aHeCTeTHKU. KiiaccnueCcKUM TPUITepPOM, IPHMeHsIeMbIM B
auar”ocTtHke [13T, siBisieTcst Takyke KoperH. Bce BHYTpHBEHHbIe aHeCTeTHKH, BKJIHOYask KeTaMHUH, a
TaKXKe 3aKHUCh a30Ta U KCeHOH, HeCrnocobHbI Bbi3biBaTh pa3BuTHe 3I. Bce MeCTHbIe aHEeCTeTHKH, KaK
3¢upHbIe, TaK ¥ aMU/HbIe, TaKKe NPH3HaHbI Ge3omacHbMM B oTHowweHnH 3T besonacHbl Takxke BCe

HeJeno/sipyu3yrolye MHOpe/IaKCaHThbI.

L TpurrepHble npenaparsl Be3onacHble npenaparbl J
CyKLHMHHIXOUMH 3aKuch a30Ta
Jlu3TH/I0BBIH 3GUp Kcenon
MetokcudaypaH Bapbutypatsl
lanoraH BeH3oa1a3enyHal
DHpaypaH [Tponopon
W3o¢rypan KeramuH
[HecduypaH Ornron bt
CesoypaH Bce He/ieno/1spU3YIOLL{He MHOPe/IaKCaHTbI
Kodenn Bce MeCTHbIe aHeCTeTHKH

B Ka3yMCTHYeCKHX caydasx 31, KaK rosiaraiTr, MOXeT ObITh CIIPOBOLIMPOBAHA U TaKHMH
He(apMaKo/10rHyeCKMMH (haKTOPaMH, KaK CTpax repej, onepatueid, ctpecc u TpaMa. CoobLieHus
0 pa3sBUTHH CMHAPOMa y /iojei Ge3 IpUMeHeHUs TPUITepHBIX Iperaparos, O[[HaKO, HOCSIT

Ka3yHCTHYeCKHH XapaKTep.

4.]TnarHoCTHKa

4.1)Ka100b1 H aHaMHe3

Y 60/1bIUMHCTBA M1aLiHeHTOB C HPEApaCHOIIO)KEHHOCTblO K 3/10Kaue CTBEHHOH ruriepTepMHir

3abo/1eBaHHe [poTeKdeT 6eCcCUMITTOMHO. Y YacCTH MalleHToB OTMeuaroTCs MblllIeUHbIe Oosn n




APYTHE HENMPUATHBIE OLLYLeHUs NI0C/Ie YIoTPeb/IeHHs HAMTKOB, COAiepXKaLLHX KoenH. 3ameueHo,
uTo 3I" I0BO/ILHO YACTO COUeTALTCS C APYTHMH HePBHO-MbILIEYHBIMU 3a00/1€BAHHAMH, B YaCTHOCTH
¢ cunpomom King-Denborough (Meztento nporpeccupytoras MHOMATHSI € MbILLIEYHBIMH
KOHTPAKTypaMH, CKe/IeTHbIMH HapyLLIeHHAMH, OTCTaBaHHEeM B (JU3HUECKOM PasBUTHH H
KPUNTOPXH3MOM) M 60/1€3HbIO LIeHTPa/ILHOTO CTep)KHS (MHOMATHS MBILLIEYHBIX BOJIOKOH | THMa ¢
LieHTDa/IbHOM Jlereneparueii). Ceasb 3T ¢ apyrumu HapyIIeHUSAMH OTIOPHO-/IBUIaTe/IbHOrO
dfnrapara roJBepraeTcsi COMHeHHIO, 3a MCKJIOYeHHeM MilieuHoit gucrpoduu Duschenne. Ipu
TIATe/IbHOM COOpe ceMeiHOro aHaMHe3a MHOI/Ia MOXHO BBISBHTh HeG/IaroNpHsTHbIE PeakLyih Ha
0DLIIyI0 aHECTe3HIO Y KPOBHBIX POACTBEHHUKOB MaLIMeHTa, a TakKe C/Iy4ad CrIOHTaHHOTO W/
MHJyLiHPOBaHHOro pabaomuonisa B cembe. Heo6xoaMMO MoguepKHyTh, 4To Hepefko 31
Pa3BHBAETCA y MALMEHTOB 6e3 KaKHX-/IMGO COMyTCTBYIOLMX HePBHO-MbILLIEYHbIX 3a60/1eBaHHit 1
aHAMHeCTHYeCKHX YKa3aHHI Ha aHOMaJIbHOE [I0BE/IeHHe CKe/TeTHBIX MBILLIL].

4.2 KnuHHuecKas KapTHHa

3/10KaueCTBeHHast THIepTePMHUs Pa3BUBAETCS y BOCTIPHMMUMBBIX K Hef JIHL| BO BPeMs H/TH
HEoCpe/ICTBEHHO M0C/Ie aHECTe3UH C HCIO/Ib30BaHHEeM TPHUITEPHbIX Nperaparos. B KIMHHUeCKoM
KapTHHE BbI/E/ISIIOT OTHOCHTE/IbHO DAHHHE CHMITTOMBI, MOSIB/ISIIOLLMECS YKe BO BpeMsl aHeCTe3HH:
THIePKAITHKUS, TAXUKAP/Hsl, aDUTMHH, TAXMITHOI, MbILLIEYHAs PUTHAHOCTD; OTHOCHTEJ/ILHO M03/HHe
CHMIITOMBI, TOSIB/ISIFOLMECS B TOT XKe /leHb ¥ MOATBePKalolike rpo3Hoe 3a60/ieBaHuye: MOBbILIEHHe
TeMIIeparypbl, M3MeHEeHHe 11BeTa KOXKH, MUOITIOOHMHY pHst, TUIIePKa/IeMHs, Pe3Koe MOBbILIeHHe
KpeaTuH(poc(HOKHHA3bI, CMeLLIaHHBIH alKz03.

K KnaccuueckuM KJIMHHYeCKMM Npu3Hakam 3" OTHOCATCS TaXMKap/usl, TAXUITHOI,
rUrepTepMusi, LUaHO3 U reHepa/lu30BaHHast MblllleuHas PUTHAHOCTb. TaxuKap/us 3a4acTyo
AB/ISIeTCS Haubo/Iee paHHUM M3 KJIMHUYeCKUX cMITomMoB 31 [IpUUMHOI HeZJ0OLeHKH 3TOro
CHMIITOMA SIBJ/ISIETCS TO, UTO TaXMKAp/IO BbI3bIBAIOT U TaKHe HaHa/IbHble MHTPaoNepaLOHHbIe
COCTOSIHHsI, KaK ITOBEDXHOCTHAsl aHeCTe3HUsl, TUNePKAIHHsl, TUIIOKCEMMS], TUIIOBO/IEMHUS U BIMSIHUE
aHTHXO/IMHEPrMYeCKHX npernaparos. Hago 0TMeTUTb, OHAKO, UTO C TOUKM CBOEBPEMEHHOCTH
Hauasia cnenuyeckoro sieyerust 31, MOUTH BCe K/IMHHUECKHE CUMITTOMbI OTHOCATCS K UMCITy
T03/JHHX, 3HaMeHyIOLMX co60M pasBUTHe CHCTeMHbIX NOC/IeACTBHH runepMeTabo/msma
TI0IepPeYHOII0I0CATOH MBILIEYHOH TKaHH.

I'unepmerabo/113m CKe/IeTHOM MyCKy/IaTypbl IPUBOJUT K UPE3BLIYAHHO ObICTPOMY
Hapacranvio PaCO2. Y naiueHToB, HaXOAsIMXCsS Ha CIOHTAHHOM /IbIXaHUH, Pa3BUBAeTCS
TaxXMITHO3, YTO MOXKeT ObITh O/IHMM W3 Haubosiee paHHUX cUMNTOMOB 3. Y MCKyCCTBEHHO
BEHTH/IMPyeMbIX MalMeHToB HauuHaeT 6picTpo HapacTath PETCO2, npuuem nomnbITKy yBenueHuns

MHH}’THOE BEHTHJ/IALMH JIErKHX yCIiexa He UMeIOT. l'Ipu HCI10/1b30BaHHUH T0JTY3aKPbITOr0 KOHTYpa




THNIepKanemus Ha dboue runokcun u MeTabomyeckux paccrpoiicts.

ToBbuuenye CHMMNAaTHYeCKOro TOHyCa Bbi3biBaer B PanHeii ase 3I" BrIpakenHbIif pocr
APTepHa/IbHOTO AaB/ienus. [To Mepe ycyrybiienns meraGommueckux HapyIeHui aprepuanbHoe
AdB/IeHHe NajaeT B pesy/srare BTOPHYHOIO yrHeTeHus MHOKap/a, a 3aTeM H Basoruieruy.

B pesynsrate neagexsaroro obecrieyenus nosbimeHHoit norpe6HocTH B Knc0poge M
PasBuBaroLLelics CEPAEUHO-COCYANCTON He0CTaTOUHOCTH MOXET BOSHHKHYTb jHaH03. [1pu
Heb/1aronpusTHOM Teyenuy 3I" B no3aneii CTa{H MOXKET Pa3BUTbCA OTEK JIErKHX Kak C/IefiCTBHe
AeKOMNeHcaumu GyHKiuu MHOKap/1a 1 MOBBILIEHHs COCYAUCTOI TIPOHHLIAeMOCTH.

T'eHepa/m3oBanuas Mbmeynag PHTUAHOCTD 0YeHb yacTo Habmogaetcs B Pa3sBEépHyTOIH
craauu 3I. BHOXMMHYECKHET MexaHu3M 3TOM PUrHAHOCTH 6bLT H3/IOKeH Bbllle. KnuHuyecku sror
CHMIITOM MOXeT GbITh BBIP&XeH B pa3Hoii CTereHH, OT IErKOi HeroAaT/IMBOCTH 40
TeHepaTH30BaHHOH MbILLIEYHOI KOHTPaKTypbI. Ha cTerens PHUTH/IHOCTH MOTYT B/IMATh Takue
(akropel, Kak BepakeHHOCTH 3T U COBCTBEHHO 06bEM MbIILIEYHOI MaCChL. Hukaxue
MHOD@/IaKCaHTbI, KDOME JAHTPOJIeHa, He KyTHpyIoT KOHTDaKTypy, BbI3BaHHyI0 3

Ouenb yacTo oguuM 13 Hauboee XapaKTepPHBIX CHMIITOMOB Ha3bIBAIOT PHTHAHOCTD
JKeBATe/IbHOH MyCKY/IaTypbl, HO, TeM He MeHee, 3TOT CHMIITOM ocTaércst copubiM. ITog
PHI'H/AHOCTBIO JKeBaTe/IbHbIX Ml (PYKM) nonumaror KOHTPAKTYpy >KeBaTe/IbHIX MBIILIL| B OTBET
Ha BBe/ieHHe CyKUHHUIX0mHa. P)KM focturaer cBoero Makcumyma CIYCTS HECKO/TbKO CeKyHJ|
T0C/1e MO/IHOM neprupepHUecKOoi pe/laKCaldu MBILLIL M OKOHYAHHS dacuukynsumii, focrasnss
TOPOH 3HaUHTe/IbHbIE TPYAHOCTH NMPH UHTYGauuu. PYKM MoxeT 6ot nepBbIM cumnTomoM 3T wm
npeaBecTHHKOM Kpu3a. [TaunenTs ¢ P)KM uaue ymupaior ot 3T, PYKM vaie Habmozaercs y geteit
¥ MIMEHHO TOI/d, KO/l MHAYKLHs OCYleCTB/IA/IaCk MYTEM annapaTHo-MacoYHoM MHra/sLuK

Ta/loTana ¢ Moc/ie/Ay oIM BHY TPUBEHHBIM BBE/|HHEM CYKLIMHW/IXO/IHA, Pe)Xe, KOT/A MHAYKLMs

INpOBOAHIIACH TO/IKO BHYTPUBEHHbIMH rperiapaTamu. Bblpa)KEHHOCTb 3TOrO Ipu3HaKa Bapbupyer




OT BecbMa ymepenHon PXKM /10 HeBO3MOXKHOCTH OTKPBITh POT (CHMITTOM «CTa/IbHBIX Ye/TIOCTEH» ).
Bosiee yem y no/IOBUHBI NALMEHTOB C STMM CMMIITOMOM I10C/Ie BBINO/HEH S OMONCHH MBILLIEYHOM
TKaHH BbIAB/IACTCS NPeAPacronokeHHOCTh K 3. MeHee BbipaxkeHHbIe opMbl PXKIM MOXKHO
OTHEeCTH K COMHMTeJ/IbHbIM NpPH3HaKaM passuBatoLieiics 3. I1pu BO3HUKHOBeHHH HCTHHHON PXKM
CJIeAlyeT NPeKPaTHTh BBeJ|eHHe TPUITEPHBIX MPerapaToB, HaaAuThb 0CTaTOYHbIH MOHUTOPHHL U
BECTH TAaKOI'O MaLMeHTa, Kak MpejpacronoxeHHoro K 3I.

[ToBbiLIeHKHe TeMIlepaTyphbl Tejia sABJISAeTCs Heobs13aTe/IbHbIM U MOXKET 0Ka3aThCsl [J0CTaTOuHO

no3aHum cumnromom 3I'. Heobxogumo oTMeTUTb, UTO 0CO0YIO0 ;UAarHOCTHYECKYIO LIEHHOCTb MMeeT
He CTOJIbKO BbICOKAsl TeMIepaTypa KOXKHbIX MOKPOBOB, CKOJIbKO CKOPOCTb eé HapacTauust. [iis 3T
XapaKTepHO MOJIHHEHOCHO® MOBbILIeHHe TeMIepaTyphI Te/la OT HOPMA/IbHBIX Be/IMuMH /10 41-42 °C
1 BbIe. Temnieparypa HapacTaeT o CKOpOCThbIO 66/b1iiei, uem 0,5 °C 3a Kaxpie 15 munyT. ITpy
MOJIHHEHOCHOM (h)opMe CKOPOCTb MOBBILLIEHHs TeMIIepaTypbl Te/la MoXeT Aocturath 1 °C 3a 5 MMH H
BBILLIE.

I1pu CHIDKEHHH Tepdy3HH KOXH TeMIepaTypa KOXHbIX [I0KPOBOB MOXET ObITb HEBBICOKOH,
TOr/Jla Kak TeMreparypa sijipa Tejla HapacTaeT oueHb ObIcTpo. [IpH yBe/MueHHO# TeriooTaaye,
06M/IbHOM MTOTOOT/e/IeHHH, TT0Tepe Teria yepe3 orepalMOHHYO paHy, HCI0/Ib30BaHHH XO/IOAHBIX
MH}Y3HOHHBIX PaCTBOPOB, HU3KOH TeMIlepaType BO3/yXa B OrepalOHHOMN MOBbILIEHHe
TeMIiepaTyphbl TeJla MOKeT ObITh He BbIpakeHHbIM. B 3TOM C/lyyae HapacTaHHe TeMIepaTyphbl B
no3axiolo dasy 3T sB/siercst KpaiiHe He0/1AroNpUATHBIM NPOrHOCTHYECKMM TNPH3HAKOM.

B pesy/ibTaTe 06LMPHOrO pabAOMHO/I3a Pa3BUBAETCS MHOIIOOMHEeMHs] W MHOIIOGHHY PHS,

KJIMHUYeCKH IpOSIB/IIONIAsICA TeM, UTO MO4a HPI/IOGPETBET LIB€T KOKa-KOJIbI.

4.3.JIaGopaTopHas JHarHOCTHKA

TpejonepalMOHHOe H3MepeHHe aKTUBHOCTH KpeaTHH(OCHOKHHA3bI WK KOHL|eHTpaLui

Kaaus 1 MUoriobuHa B CBIBOPOTKE MOXXET ObITH I.IEIIGC006pa3Hl>IM, €CJI1 B aHaMHe3e UMeeTCs

[1OBbILIIEHHAsH KOHIIeHTpaLysi KpeaTHH(POCPOKHHa3b! B COCTOSHUH TMOKOSI, MbILLEUHbIE CHMITTOMDI
(MMONaTHsl, CyA0POrH WK MUAJITHs) WK pabaoMHO/H3.

Haubosiee LleHHbIMH J1abOpaTOPHBIMK JaHHBIMH B JIHarHOCTHKE KpH3a 3T sBnisitOTCA
3aaunTe/bHOe nosbiueHre PaCO2, cHiwkenve Pa02, CMeLLaHHbIH alu/103, TUIepKalieMHst U
MHOIIOGHHEeMHS, 0UeHb BLICOKHI (THICTYM eUHHLL!) YPOBEHb K®K.

B 60/IbIIMHCTBE COBPEMEHHBIX HCTOUHHKOB CaMbIM DAHHHUM IPH3HAKOM 3I" Ha3bIBAOT
6bicTpbiii pocT ypoBHs CO2 B BbI/bIXaeMOM BO3/lyX€. ITo Mepe TOrO, KaK KarHorpahus CTaHOBUTCS
PyTHHHBIM KOMIIOHEHTOM aHeCTe3HO/I0rH4ecKoro MOHHTOPHHI'A, 3HAYUMOCTb ITOTO

JMUarHoCTU4eckKoro KpuTepHust BO3pacTaer. Taxke 4OCTATOUHO 6bICTp0 rocJsie HayaJia




3/I0KaYeCTBeHHOU THNepTepMuu B CbIBOPOTKE KPOBH MOBBILIAKITCSH YPOBHH Ka/us, CBOﬁO,ZIHOI'O

MHOT/I00MHa U KpeaTHH(OCHOKMHA3DL.

B no3gueii craguum 3T Moxer Pa3BHTLCA TAXENAA KOAry/1onaTws, MpOAB/IAIOIAACA, KaK

npasuno, IBC-cunapomom. Yrpo3a MacCMBHOrO KpOBOTeUeHHsl Tpebyer Tujare/bHOro HabmoeHus
3 CBEPTLIBAIOLIIeH CHCTeMOi KpoBH.

Haumenee uHBa3uBHOI 1 B To Xe BPEMS XOPOLLIO pa3paboTaHHOI AB/ISETCA reHeTHYeCKast
AuarHoctuka I13I. B kauecTtse TecTa TNIePBOM JIMHUM 0OLIYHO ucnonb3yerca MLPA (aHr. cokp.
Multiplex Ligation-dependent Probe Amplification) ¢ THK /1efKoLuToB nauueHTa, yaie Bcero —
Tpu nomouy Habopa mpaiimepoB k Haubosee PacrpocTpaHeHHbIM MyTauusaM crucka EMHG. B
Cly4ae, e HH OJHa M3 3THX MyTaLHii He 06HapyKHBaeTCs, a oLeHKa ro mkaze Larach BbICOKa,
TTOKa3aHO CeKBeHHPOBaHHe NPUUMHHBIX JoMeHoB T13T Bee BapHaHTbI FTeHeTHYeCKOH JUarHOCTHKU
AOCTynHEI B Poccun. 3a py6exxoM B KauecTse «30/10TOr0 CTaH/apTa» 0ObIYHO PUMEeHsAEeTCA
ra/I0TaH-KoYeHHOBBIH KOHTPakTypHsiii TecT (IVCT, anr. In Vitro Contracture Test) ¢ 6uonTarom

NONEepEeYHO-TI0/I0CATOH MbILILBL. [{aHHbIE THTEPaTypEI TI03BO/AIOT YTBEPKAATH, UTO ITOT TECT

AB/IAeTCA Ha 100% UyBCTBUTE/IbHBIM 1 Ha 78% CrielupUUHbIM.

5.JIeyeHue
5.1.CtapT npoTokosia Tepanuu 3T
HocTwxenne 61aronpUsTHOro UCX04a PH MOTHHEHOCHO (opme 3" BO3MOKHO TOBKO npx
YC/I0BHH DaHHeH JHarHOCTHKH M PaHHETro ke Haua/la Criej()HuecKoii Tepanuu JIaHTPOJIEHOM.
BBe/lenyie B K/IMHHYECKYIO MIPAKTHKY JAHTPO/IEHA PE3KO YBEUUH/IO BEDKMBAEMOCTD NALHEHTOB, HO
¥ palMOHa/IbHasA CUMIITOMATHYeCKas Teparus Jjaxe NPy OTCYTCTBUM JaHTPO/IeHa 3HAUNTE/ILHO
YAyuIIaeT HCXOA Npu 3ToM 3a6o/1eBaHuu. [103TOMY NPUBOAMMBIH HIDKe TIPOTOKOI JleyeHus 31
TpebyeT He3aMe/UIMTe/ILHOTO CTapTa NPH YC/IOBHH, YTO HMEIOTCA 0CTATOUHbIE OCHOBAHUS /1
TIPe/ITIO/IOKeHHs] O Pa3BUTHH PE/IKOT0, HO KpaiHe OracHOro oc/iokHeHus. Heo6XoaumMo noMHUTb o
TOM, UTO TPAKTOBKA COMHEHHH B I10/1b3y MaljHeHTa TpebyeT B JAHHOM C/lyyae OT aHeCTe3Hoiora
HM3KOI0 [10pOra pearupoBaHys Ha M0J03pHTe/IbHbIe B OTHoeHHH 31 cutyanuu.
B cyuae uHTpaonepauoHHOr0 pa3BUTHs KPH3a 3/0KaueCTBeHHO# THIepTepMHUK onepaLus
Ao/KHa ObITh 3aBepllieHa KaK MOKHO CKOpee, a eC/Iv 3T0 HeBO3MOJKHO, TO aHeCTe3Us Aajiee
T0/I/1eP/KUBAETCA NperapaTamMy, He Bbi3biBatoLMMU 3K (BHYTPHBEHHbIE aHECTETHKU U

He/Ieno/IApU3yIoLe MUOPeTaKCaHTBI).

5.2.Ilpekpaienye BBeJleHHs BCeX TPHITEPHBIX NPenaparoB
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Tlpu manudecranyu 310kave creenmoj THIEPTEPMHUH, CBSI3aHHOM C aHecTe3neil,

PEKOMEHJ0BAHO Mpex/ie BCero HeMe/yIeHHO MPEKPATHTE BBE/IeHHE NALMEHTY BCEX TPUITEPHBIX
TIPerapaToB.

Hapkosnbiit annapar, uepes KOTOPbIH BBOJM/IHCh MHTa/ILHOHHbIE AHECTEeTHKH, JI0/DKeH
ObITb TIpOBeHTHMMPOBAH NOTOKOM CBESKei] BO3AYLIHO-KHC/IOPOJHOI CMeCH €O CKOpOCThIo 10 /i/MuH,
HCTIapUTe/Ib aHECTeTHKA NPH BO3MOMKHOCTH C/Ie/lyeT CHATD. 3aMeHa HapKO3HOTO annapara,
azcopbepa 1 KoHTypa, PEKOMEH/I0BaHHAs! B paHHHUX 3apy6e)HBIX MPOTOKO/IAX JIeyeHHs]
3/10Ka4eCTBEHHOH [HMepTepPMHUHM, He ONPaBAaHa, TaK KaK 3T0 TNIPUBOJMT K MOTepe BpeMeHH, a K
CKOMIbKO HHOYAD 3HAUMTeBHOMY YCKOPE@HHIO 5/TMMUHALIMK aHeCTeTHKOB M3 OpraHW3Ma Malj{eHTa He
NPUBOAUT. VICrio/b30BaHHe B KOHTYpe HapKO3HOr0 anmapara COBPEMeHHbIX (PUIIBTPOB C

dKTUBUPOBAHHBIM yrjieMm rossoJisieT GBICTPO OUYMILATh HapKOBHO-AblxaTeanle CMecCh OT

OCTaTOYHBIX I1apOB JIETYUYUX aHeCTeTHUKOB.

5.3.I'MNepBeHTHISILUA IErKUX C BHICOKHM MOTOKOM KHC/10poAa

Toruac Bestes; 3a npexpanenyiem BBeeHus Beex TPUITEPOB MaLMEHTy CO 3/I0KayeCTBeHHO
THTIepTepMHeli C/ie/lyeT HavyaTh TUTePBEHTHISILMIO IErKHX (YBeMUeHMe MUHYTHO# BeHTHIALHK
JIEFKMX He MeHee YeM B 3 pa3a) C BLICOKUM IIOTOKOM Kucnopoaa (>10 n/mun).

lvnepsentusanus nerkux 100% O2 no3sonser OBICTPO 3/IMMUHUPOBATH OCTATKM JieTyyero
AHECTETHKA 13 OPraHM3Ma MaljHeHTa 1 TOBbICHTh COep)XaHHe PAaCTBOPEHHOTO B KPOBH KHC/IOpPOJa
B yC/I0BUAX Pe3KO BO3pOCLLIero ero notpebenys. [Tpu 3HauUTeILHOM yBe HYeHuH MHHYTHOTO
06bema BeHTHIIALIUK NOSB/ISAETCS BO3MOKHOCT 3(eKTUBHO 3MMMUHUPOBATh YITIEKUC/TbIH ra3 3
OpraHu3Ma nayHeHTa B yC/I0BUSX ero runeprpoAyKuuu. Llenecoobpasto ysemmunsars MUHY THbIH
00beM BeHTH/IALMH PeUMYLLIECTBEHHO 3a CYET YBE/HUEHUS YaCTOTbI BJJOXOB 1107, KOHTPOJIEM

KarHorpauu Wy aHa/u3a ra3oB apTepuaibHOM KPOBH.

5.4.BBejieHHne JaHTpOJIeHA
Ilpu pa3BuTHM 3/10KayeCTBEHHOMH rMIIePTePMHUU NaleHTy PeKOMeHAYEeTCSI KaK MOXKHO

ObICTpee BBECTH JAHTPOJIEH B Haua/IbHOM J03e 2-2,5 MI/KT BHYTPUBEHHO.

5.5.BBejieHHe HaTpus rupoKap6oHara
Ecnmu Yy naljHeHTa co 3/10Ka4ye CTBeHHOM mnep‘repMHeﬁ B dHa/IM3e ra3sos apTepnaanoﬁ
KPOBH BbIAB/IAETCS MeTabo/mueckuii auuao3 ¢ pH <7,2, pekoMeH/yeTcs BBeCTH HaTpuisi

ru/ipokapboHar B jo3e 1-2 M3KB/KI' BHYTPUBEHHO.
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TuppokapboHar HaTpust HeOOXOAMM /1Sl JIeueHHs TSDKe/Ioro MeTabo/IMyecKoro aly/03a 1
TUTIEPKATIMEMHH, @ TAKXKe Jisl NPOQHIAKTHKH OCTPOH T10YeYHOH Hej0CTaTOYHOCTH (MOBBIILEHHE
pH MouH npensTCTBYyeT NpeLunUTaLK MHOIIOOMHA B IPOCBeTe KaHA/IbLeB M0YeK), OHAKO
cnocobersyer yBenmuenuto PaCO2 1 neperpyske opraxu3sma HarpieM. [ToaToMy Heobxoumo

NNPOAO/DKUTL perynﬂprlii KOHTPO/Ib KHCJIOTHO-OCHOBHOI'O COCTOSIHHSA M BOAHO-3/IEKTPOIUTHOIO

Oananca.

5.6.@u3nuecKoe oxaaxeHHe NauHeHTa
Ec/iv npy 3/710Kaue CTBEHHO# rMIepTepMUM TemIepaTypa sipa Te/la rMalyeHTa peBbICH/Ia

39,0 C, pekoMeHAyeTCsi HauaTh ero (pu3ryeckoe oxaaxkaeHue. IIpy CHUKeHHH TeMIepaTypsbl sapa
40 38,0 C oxnaxxaeHue peKOMeHAYeTCsl TIPeKPaTHTb.

AKTUBHOE OX/I&XKZeHHe NaLHeHTa J0/DKHO NPOBOAUTHCS C UCIIOIb30BaHHEM BCEro
KOMI1JIeKCa UMEIOILMXCs B HAIMYMH CPeJCTB, BK/IIOYasl B/B BBeJIeHHe OX/IaX/EHHbIX PaCTBOPOB,
JlaBaXX [0JIOCTeH Te/la XOOJHBIMU PacTBOPaMH, Jie[ Ha roJioBy, lieto, B obnacts naxa. [1pu
BO3MO)XHOCTH PEKOMeH/J0BaHO MCII0/1Ib30BaTh YCTPOHCTBA J/Isl TepareBTHUeCKOM ruroTepMum. B
OrepaliMOHHOM OT/e/IeHHH B XOJIOAU/IbHUKE JO/DKHBI XPaHUTbCS eMKOCTH CO JIbAOM U He MeHee 3

JIMTPOB OXJIKAEHHBIX l/lH(byBI/lOHHbIX pacTBOpOB.

5.7.Koppekuusi runepKajideMuu

Eciu y manueHTa co 3/10Ka4eCTBeHHOH rUnepTepMueli CbIBOPOTOYHbIHN YPOBeHb Ka/lusl BbILlIe
5,9 MMOJIB/NT (M/TH HIDKe, HO C TUMepKaMeMUyecKUMH usMeHeHUsiMH Ha OKI'), pekomeHayeTcst
NPOBOJMTD TepaIlHio, HarpaB/leHHYIO Ha CHIKeHHe ChIBOPOTOUHOTO YPOBHS KasIus.

KOHTpO/Ib CHIBOPOTOUHOTO YPOBHSI Kajlusl U IVIIOKO3bI Lie/1eco00pa3Ho NPOBOAKTD He pexe
ofiHOro pa3a 3a yac. IIpu ypoBHe 6 MMOJIb//T U Bblile [10Ka3aHO B/B BBeZieHHe PaCTBOPOB IVIFOKO3bI C
UHCY/IMHOM M3 pacyeTa 0,5 r/kr rmoko3sl # 0,1 Eg/kr obb1yHoro uHcynuHa (cootHourenue 1 EJT : 5
I, 103TOMY He0BXOAMMO C/IeiUTh 3a YPOBHeM I/IHKeMHH!). B c/ryyae pa3BUTHS KH3HEYTpOXKAIOLLel
Ka/IMH-3aBUCMMOH apUTMHHU B KayeCTBe aHTarOHHCTa Ka/lusl [I0Ka3aHo B/B BBEJIEHHE XJIOpH/Ia
KajbLus B o3e 10 Mr/Kr wiM rmokoHara KansLus 30 Mr/kr. B ciyvae pedpakrepHoii

TUIepKa/IMeMUH CJleflyeT paCCMOTPETh BONPOC O NMPOBEJAEHHH JHa/In3a.
5.8.JIeueHne HapyLIeHHH PUTMa cepALa

Ec/iM y nmaljpeHTa co 3/10KayeCTBeHHOH runeprepmMuyeii pa3BHBalOTCS HapyLUIeHHUs PUTMa

cepALa, peKOMeHAYeTCsa HauaTb C yCTPaHeHHs HX IPHYHHBI (CMellJaHHb]ﬁ alKuao3,
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BOZAHOS/IEKTPO/MTHBIE PACCTPOHCTBA, TUNePKa/IeMHs), a 10 Mepe HeoGXOAUMOCTH (Pa3BHTHe
HapyLIeHH# KpoBOOGpallieHHs) IPOBOAMTS CTaH/IaPTHOE AHTHAPHTMHUECKOE JIeueHHe.

Tlocsie BBeieHUs JaHTpO/IEHa PeKOMeH/0BaHO H3beraTh BBe/ieHHs! GI0KaTOPOB KalbLiHeBbIX
KaHAJI0B, TaK KaK MOTYT Pa3BUTLCS TSOKe/Ible OCIOKHEHHsl MX COUETaHHOrO NPUMEHEHHS], BIJIOTh /0
aCHCTONMH. JIpyrue aHTMapUTMUKHU U 3/IeKTPOMMITY/IbCHast Tepanus (QUT) pUMeHsIoTCs 1o

06bIuHbIM TpaBriaM. Hazio noMHUTB 0 ToM, uto DUT NPUBOAHT K He3HAUUTe/IbHOMY (110

CpaBHeHHIo0 ¢ 3T") noBbIeHNI0 ypoBHei KOK 1 MuoriobuHa.

5.9.ITopaepkanue J0CTAaTOUHOrO fMype3a

TlarmeHTy co 3/10kaueCTBeHHON rUIepTepMHeli /151 PO(HIAKTHKH OCTPOH MOYeUHO
HE/IOCTaTOYHOCTH Ha (hOHe MaCCHBHOTrO pablOMKO/IM3a peKoMeHyeTcst hOpCHpOBaHHe Auypesa.

LleneBas ckopocTs uype3sa — Gonee 1 Ma/kr*y, dypocemus, OMUMO TPSIMOT'O B/IMSIHUS Ha
AHYPe3, M03BOJIAET NMOBBICHUTb JMHMHHALIUIO Ka/THsl ¢ MOYOi. Ha3HaueHHe MaHHHTO/Ia POBOJAMTCS C
YH€ETOM TOrO, 4YTO B K&KAOM (/lakoHe JaHTPO/IeHa COAePXKUTCS 3 T MaHHUTO/a. [Ipu
He/I0CTaTOYHOM 3())eKTUBHOCTH iUy PETHKOB PeKOMEH/YETCs JOTOMHUTE/ILHO MPOBOAUT

OLje/1ayHBaHHe MOUH UH(Y3Hel HaTpHst TUAPOKapGOHaTa Co CKOPOCTBIO 1 MIKB/KI*u.

5.10.Koppekuus Koary/jionarau
ITpy 3/10kaueCTBeHHON rUepTePMHUM B CBSA3M C BbICOKMM PHCKOM Pa3BUTHSI HApyILEHUH O

CTOPOHBI CBePTHIBAIOLLIEH CHCTEMbI KPOBH PEKOMeH/yeTCst IMHAMHYECKH OLieHHBATh ee (GYHKLHUIO U

Npy Heo6X0AUMOCTH POBOANT KOPPEKLMIO.

5.11.06ecneyeHre MOHUTOPHHIa

Y mauueHTa o 3/10KaueCTBeHHO# runepTepMuiei 4/is o6ecriedeHus afieKBaTHOrO
MOHHTOPHHI'a PeKOMEH/YeTCsl OLIeHUBaTh B PealbHOM BPeMEeHHU CJIeAyIOLe MOKA3aTe/H:
ny/bcokcumetpust (SpO2); kanHorpadust (PETCO2); OKT'; Temneparypa siapa u 060/104KH Tena;

HEVHBa3HBHOe M3MepenHe apTepuasbHoro Aasenust (HUA/); rasbi u KOC aprepuansHoii Kpou;

YPOBHHM reMaTOKpHTa ¥ TPOMOOLIUTOB; KOary/iorpaMma.

5.12.IToc/ieonepayuoHHOe BejileHHe NALHEeHTOB, NepeHecx 3nu3o8 31
[NaenTa, nepeHeciLuero 3/10KayecTBeHHYI0 THIIePTEPMHUIO, BbI3BAHHYIO aHeCTe3Hel,
He3aBHUCHMO OT ee (OpPMBI, peKOMeH/lyeTcst Hab/IOAaTh 1 JIBYUTD B YC/IOBUSX OTAE/IEHUS

peaHHMalLliy B TeueHHe He MeHee yeMm 24 u.

12




Jlaxe B clyyae MOMHOrO KYMUPOBAHUS NPOSIB/IEHHH 3/10KaueCTBEHHOH THIIePTePMHH HITH
abopruBHOro ee Tevenus, B ycioBusx OPUT HeobX0auMO TIPO/I0/KaTh HHTEHCHBHOE HabmogeHHe
3a TeMIIepaTypoi Teja, BOAHO-3/IEKTPOIMTHBIM H KHC/IOTHO-0CHOBHBIM Oa/laHCOM, OLieHHBATh B
AuHamuke ypoBHM KPK 1 Muorio6uHa, IpoBoaAUTh MPOMH/IAKTHKY H JieueHHe 0CTPOi MoyeyHoH
He/I0CTaTOYHOCTH, NPU He0OXOAUMOCTH MpPe/yCMOTPETh BO3MOXKHOCTb TPUMeHeHHs] BHETOUeUHbIX
MeTo/0B ieTokcuKaLuu ([T, ['®, YTTId). OueHka Koary/SLMOHHbIX CBOMCTB KPOBH Tpebyercs
KaK/Ible 6 4acoB 10 UX HOPMa/TH3aLHH.

[Ipu Ha/MuuK niposieneHui 3[' pekomMeHyeTcst IPOA0JDKATh BBOAUTE BHYTPHBEHHO
AQHTPOJIeH 110 1 MI/Kr, KaXkzble 6 4acoB B TeyeHue 24-48 yacos. JJaHTpoJIeH B TeueHue 24 4acoB
MO>XXeT BBOAMTLCA per 0s B fo3e 1 Mr/kr. Ecim nocrie BegieHust 10 MI/Kr JaHTpoJieHa COCTOSIHHE
Tal1eHTa He MeHseTCsl, Heo6XoAUMO auddepeHLMpOBaTh AUArHO3 C [I0BEDXHOCTHOH aHeCTe3HeH,
HHeKLHeli, CercucoM, THPEOTOKCHUECKMM KPH30M, Helpo/IenTHYeCKHM 3/10KaueCTBeHHBIM

CHHAPOMOM, CbEOXpOMOIlPITOMOﬁ, ,I_lel‘/'lCTBHEM rpenapaToB-CTHMYJ/ISITOPOB, TEIVIOBBIM Y/lapOM.

6.Peabuuranus

ITpoBoauTCS 110 06IMM MPUHLMNAM T10C/1e0TNepalHOHHON peabu/IMTaluy Wi
peabH/IUTALMK [OC/Ie KPUTHUECKUX COCTOSIHHE C YUeTOM XUPYPruyeckoro BMeLlare/bCTBa.
MaccuBHbIH pabaoMHi0/H3, 06 06LIMPHOCTH KOTOPOTO B KAKOKH-TO Mepe MO3BOJISIOT CYAUTD
MakcuMasibHble Hudpsl KOK 1 MuornobuHa, MoxxeT oTpef0oBaTh KOMILIEKCHOH MPOrpaMMbl

JBUraTe/IbHOM peabU/IMTAL|H C IPUB/IeYeHHeM MYIbTUAUCLUIIMHAPHOH KOMaH/bL.

7.IIpodunakruka

B xo/e npe/onepaLioHHOro 0CMOTpa KaXX/0ro nauyeHTa nepey obueit aHectesuei
PEKOMEH/yeTCsl yTOUHSTh, ObUIM Y Hero (Hee) WM ero (ee) KDOBHBIX PO/CTBEHHHKOB paHee
OTMeyeHbI Kakue-Ti00 0C/IOKHeHHs], CBSI3aHHbIe C orepaLjyel U aHecTe3Hel.

Hepeaku cUTyal{uH, KOI/ia MalMeHTbl W1 X POACTBEHHUKH He MOTYT YeTKO Ha3BaTh
HO30/10rHYeCKMIl JHarH03 WK JiakKe NPUMEPHO OMNMCaTh XapaKTep TOro OC/IOKHeHHs, KOTopoe
HMeJI0 MeCTO, YaCTO OMHCBIBAIOT €ro HeTOUHO (HampuMep, psij ciyyaeB 3I° B aHaMHeCTHUeCKOH
MHTepIrpeTaLyy NPOXOAN/IH N0J (/1aroM «KIMHHYeCKOH cMepTh» ). HeobXxoAuMo NOMHUTS U 0 TOM,
YTO Ha/IMuMe B aHaMHe3e o0LIel aHecTe3HH C MOMOLLBIO JIETYUHX HHTa/IALMOHHBIX aHEeCTETHKOB —
tpurrepos 3, nporekasiueii 6e3 BCAKMX 0CJIOKHEHHH, He SIB/IAeTCs MOIHOM rapaHTHel Toro, 4To BO
BpeMs1 NIPeACTOsALLeif aHeCTe3HH Y MaljveHTa He BO3HMKHET 3/I0KauecTBeHHas rurneprepmus. Tem He

MeHee, IIPY PeTPOCIeKTUBHOM paccripoce naHeHToB U HX POJCTBEHHHUKOB He TaK peiKo
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BCTPEUQIOTCA CBe/IeHNS, KOTOPbIe MOI/IU Gbl HACTOPOXKHTH aHeCTe3Ho/ora, 6y/4b OHM H3BECTHBI emy
3apaHee.

C 1enbio NpodHIAKTHKM Pa3BUTHS 3M0Kaue CTBeHHOI TUIEPTePMHH Y MaLMeHTOB C
TOAO3PEHNEM W/TH J0CTOBEPHO YCTaHOB/IEHHOM MPe/|PacioNoKeHHOCTbIO K 31 TpH TpOBe/eHHH
0bujeii aHecTe3nu pekoMen/lyeTcs 0TKasaThCs OT TNPUMEHeHHs! I0ObIX TPUITePHbIX MPerapaToB.

BceM nauuenTam ¢ npepacnonoxeHHOCTbIO K 3/10KauecTBeHHOI rynepTepMuM HeobxoAHMa
ACKBATHAS NPEMeAMKALMS J/1sl TPy NPeXK/eHHsI BePOSTHOTO IMOLIMOHA/ILHOTO CTpecca.
Bensoauasermnbt u 6ap6uryparsl MoryT 6biTh Hauboree YMECTHBIMH JUIs1 3TOH Lein. Y Jeteit
TPEATIOUTHTE/IeH Opa/IbHbIN, HHTPaHA3a/IbHbI W/ PeKTA/bHbIH Ty Th BBE/eHHs MPeNaparos.

B xopie anecTe3uu j0/mkeH HCNo/b30BaThCS cieayrouuit MouutopuHr: OKI, HeMHBa3UBHOE
HM3MEepeHHe apTepua/IbHOrO JaB/IeHHs, My bCOKCHMETPHs, KarHOrpahusi, TepMOMETPHSL.
Heo6xoAnMocTs B paciumpesny MOHUTOPHHIa 3aBUCHT OT THIa aHECTe3UH 1 COMYTCTBYHOLMX
3aGo/1eBanmii. MHOroKpatHbiii 3a60p apTepuanbHO KDOBH /U151 aHa/Ii3a ra30B KPOBH,
KMC/I0THOOCHOBHOTO M BOAHO-3/IEKTPO/IMTHOTO COCTaBa MOXKET I10TPeGoBaTh KaTeTepH3aLu
apTepuu.

B onepauuonHoit 0/mkeH HAXOAUTBCS CTaHjAPTHbIN Habop TpebyembIX /1 afeKBaTHOM
Tepanuy I leKapCTBEHHBIX NPeNapaToB M PACXOAHbIX MaTepHasioB. OXIaKAAIOLIMe [1aKeThl
K/1alyTCs PSAZIOM C OepaLiHOHHBIM CTOJIOM.

B Hapko3HOM annapare He JJO/DKHO ObITh C/Ie|0B HHTA/ISILHOHHBIX aHeCTETHKOB. MOXXHO
HCII0/130BATb /MO0 annapar, KOTopbii HUKOTAA He IKCILTYaTUPOBA/ICS ¢ HHIA/IALMOHHBIMU
aHeCTeTHKaMH, /1160 Npe/BapHTe/IbHO OUMILIeHHbI HAPKO3HBIi annapat. PasHble NPOH3BOAMTE/IH
AQIOT Pa3/IMyHbIe PeKOMEH/ALMH I10 OYMCTKE UX HAPKO3HBIX aInapaToB, HO B GOJIbLIMHCTBE
C/ly4aeB AOCTaTOYHO NPOBECTH CTAH/APTHYIO ILIaHOBYIO MOATOTOBKY. [11aHOBast oAroToBKa
HApKO3HOTO annapara COCTOUT B CHATHHU MCTIapuTe/lel Y 3aMeHe LJIaHrOB KOHTYpPa HapKO3HOro
annapara U HaTpOHHOH M3BeCTH. Yepe3 KOHTYD LIMPKY/ISLMH H BEHTH/IATOP HeOBXOAUMO
TpOIY CKaTh YUCTBIH KMCIOPOZ CO CKOPOCTbIO 10 JI/MMH B TeueHHe BCEro Mepro/a NOATOTOBKH.

IIpea- niv nHTpaonepayHoHHOe NPOGHIAKTHYECKOE JIeueHHe NaLueHTos ¢ [131
AA@HTPO/IeHOM NepOpa/IbHO W/IH BHYTPUBEHHO He M0Ka3aHO M YPeBaTo Heb/aronpusTHHIMK

nobouHbIMU 3pexTamu npenapara.

Obs3arenbHO HabMo/eHKe 3a MALMEHTOM C TIPe/IpacroNoXXeHHOCTbIO K 31 B rasiare

npoby/leHust B TeueHHe Kak MHHHMYM 4 4acoB 110C/Ie aHeCTe3HH.
[layuenTam, nepeHecIMM B CBSI3U ¢ o6Lelt aHeCTe3uel 3nu30/, CXOAHDIN Co

3/10Ka4eCTBEHHO IHIIepTepMHuel, PeKOMeH/lyeTCsl IPOBECTH PETPOCTIEKTHBHYIO OLeHKY
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BEPOATHOCTH AuarHo3a 31" no uikane Larach, u B c1yyae cymmbl 6as108 20 U Bblie PeKOMeH/10BaTh
KOHCYJIbTALMIO0 MeIULIUHCKOTO FeHeTHKa.

B cyuae, ecim perpocniekTusHast BeposiTHoCTS AuarHo3a 3I" BbicoKa (oLjeHKa Mo LiKase
Larach 20 6a/1108 1 BblLIe), ¢ NALMEHTOM WIH ero 3aKOHHBIM TPE/ICTaBUTe/IeM PEKOMEH/IyeTCs

MPOBECTH paskscHuTe/bHYI0 Geceay o 3T u I13T, 0TpasHBs B MeMLIMHCKUX OKYMEHTaX qHArHO3
AQHHOTO OC/IO)KHeHHS! KaK BEPOSITHBIMH.

8.Cnucok iMTepaTypbl

1.KimHnyeckue pekomeHgauuu [JMarHOCTHKA, JIeUeHHe 1 npoduIaKTHKA 3/10KaueCTBeHHOH
THIIePTePMUH, BBI3BaHHON aHecTe3uel 2023
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9.lonoHeHHe.

Knunnueckas mwkana BepositHoctd guarnosa 3I/II3I' (M.G. Larach et al., 1994)

1' IIpouecc Kpurepui, nposiB/ieHue 7§am1ﬂ—|
|PUrHUHOCTD I'eHepaM30BaHHAask PUTHAHOCTD MbILLLY 15:1 4
1 ) PUrHHOCTD )KeBATe/IbHBIX MBILLY (TPU3M) . & . 15
‘l’P—a6uomuonu3 K®K >20.000 Eg-n1—1 mocsie CyKLMHUIXOMHHA 15 |
| K®K >10.000 Ef-1-1 6€3 CyKLMHWIXOIHHA 15 |
; Temnast Moua B I1epHoINepaLOHHOM I1eproje 10
‘ Muorobud Moun >60 Mxr-1-1 5
‘ Muorn064H CbIBOPOTKH >170 MKr-1—1 5
| A Ka/nii KpoBH, I/1a3Mbl WJIM CHIBOPOTKH >6 MMOJIb*/1-1 St 35 ]
‘I‘unepxanmm PETCO2 >55 MM pT.CT. Ipy afiekBatHoi VIBJI 15
f PaCO2 >60 MM pT.CT. ipu ajiekBaTHOM UBJI 15
l PETCO2 >60 MM pT.CT. IpH CaAMOCTOSATE/IbHOM [JbIXaHUH 15
| PaCO2 >65 MM pT.CT. IPH CaMOCTOSITe/IbHOM JbIXaHUH 15 |
1 HeoObsicHHMasi TUIepKarHus 10 i
V HeobbsSICHUMOE TaXMIHOY R Y R
1}1—11;5(;;:;/11«; b Heo6bsicHMMO OBICTpBII OABLEM TeMIepaTypbl Tena 155!
! - HeobbacHuMmblii opbem Temneparyps Boie 38,8C 10 }
!furmuu Heob6bsicHUMast CHHYCOBasi TaXUKapAus 3 tl
_ XKenypouxosast TaxKapaus um GuOpunsLa 3
16




|

ﬁéc;leugr;euu-o}ri Cni/:;;u 3F76numaﬁmux POJCTBEHHHKOB 15 |

Cryuan 3Ty J/IbHHX POACTECHHAKOB
dpypoe ooz o 0 5 8 n) 0T D

BE apTepHanbHoii Kpou < ~8 MMo/Ib /1= 10|
pH aprepuanbHoit KpoH <7,25 10 “
\BeiCTpOe KynupoBaHue CUMIITOMOB JJAHTPOJIEHOM 5 ,
Cewmeiinblii anamues 31 B coueTaHUH C MOA03PUTE/ILHBIMH CHMITTOMAMH B aHaMHe3e NalHenTa, 10 ,
OT/IMUHBIMU OT nogbema KOK

Cemelinblii aHamues 31" B couetaHuu ¢ noabemoM KOK B aHamHese naudeHTa _ A0 : '

ITPABAJIA IIOJCYUETA CYMMBbI BAJIJIOB:

Mnst KaXXA0rO NMpoLecca yUHTLIBAIOT TOLKO OAHH KPHTEpHI ¢ HanGoNbLIMM unc/IomM 6anoB; VICK/IOUeHHe: yuHTbIBAIOT
BCe OTMeueHHbIe y 60/1bHOrO KpUTepHH W3 rpynnbl «Zipyroex»; Kpurepun, HabpaHHble KypCHBOM, YUHTHIBAIOT B OLieHKe
BeposiTHocTH 13T, Ho He Kpu3a 3T'!

WHTEPINIPETALIMSI CYMMBI BAJUIOB: _—

Cymma 6annos Paur 1o mkaze ;B@gT@gygguarH&a B@F: -

1

|
0-2  /lvarvo3 npaKthveckumckmode |
39 _ [uarHo3 ManoBeposTes N
10-19 Cropee cHew, wewflr |
208 4 Copeeclwuemden |
;35;49_)“ 5 iﬂuamm BeCbMa BeposiTeH _ o -
‘j@ —_'16 7 _'_,E[Hamoa NPaKTHYeCKH JOCTOBEPeH LN |
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