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PackpbiTve ¢UWHaAHCOBON MHPOpMauuu: A-p [peropetTM nosayymn onnaTy 3a pa3paboTKy obyuyarolmx npeseHTauuin ans
«KoBugpbeH» (Covidien), nponssoauTens AOMalLHMX annapaToB ANSA UCKYCCTBEHHOM BEHTUAALMU NErKUX; Opyrue aBTopbl
yKasaaun, 4To OHW HEe UMEIOT UCTOUHNKOB GMHAHCUPOBAHMSA, OTHOCALLMXCA K TeMe LLaHHOW CTaTbM.

PUNHAHCUPOBAHMUE: BHewHee ¢MHAHCUMpPOBaHME OTCYTCTBYET.

YTo U3BECTHO NO 3TOM TEME:

BbIxknBaHue ,D,eTeVI co CI'IVIHaanOl‘/‘I MbILIJe‘-IHOﬁ anO(bVIVI Tuna 1 3asucut ot Bbl6paHHOFO Nle4eHnA: TpaxeoCToMmA C UCKYCCTBEH-
HOM BEHTUAALMEN NETrKUX, HeMHBA3MBHaA MBJT uan nannvatmsHoe nevyeHue. Mimeetca mMano AaHHbIX O NPOAO/IKUTENbHOCTHU
YU3HU B 3aBMCUMOCTM OT Pa3/INUYHbIX METOL0B JIeUeHUS.

Yro AOﬁaBI’IHET 3TO uccnepoBaHue: HactoAallee nccnegoBaHmne npegcrtaBaAeT JaHHble CPaBHEHUNA TepaneBTUYeCKnX CTpaTeerﬁ,
KOTOpble BAMAKT Ha MPOAO/IKUTENbHOCTb KU3HWU. KAMHULKUCTBI, yYacTBylowmMe B yxo4e 3a NaumeHTamu co CNUHANbHOM
MbILEYHOWN anOd)I/Iel‘;i TMNa 1 A0/MKHbI 6bITb ocBeAOM/IEHbI O TEHAEHUUAX BbIXKUBAHUA.

KpaTKoe cogeprKkaHue uccnegoBaHus

Mpeanocbinku: TMn 1 cnHanbHOM MbleyHol atpodun (CMA 1) asnseTca nporpeccupytomm 3abonesaHmem Kak npasmao co
CMepTeNbHbIM UCXOA0M B TeYEHME NMepBOro rofia XusHu.

MerToga: peTpocneKkTMBHbIN 0630p AaHHbIX CMA 1 nauMeHToB M pe3ynbTaTthl CAeAyHOLLIMX TUMNOB eYeHUs: OTCYTCTBME leYeHunn
(ON); TpaxeocToMMA N MHBA3UBHAA NPUHYAUTENbHAA BEHTUAALUMUK nerkux (TUBJ1); HeMHBa3WBHaA AbiXxaTeNbHaa Noaaep’KKa
(HAM), BTomuncne HeMHBa3MBHaA BEHTUAALMA; U NPUHYAUTENbHbIN Kallenb (accucTMpoBaHHbIM Kawenb) (MK).

PE3Y/IbTATbI: B iccnegoBaHme 6binn BKAOYEHHbI 194 naumeHTa, BbibpaHHble noapaa (103 my»kumHbl, 91 keHwmHa). O/1, TUB/
n HAM Kak meToabl NeYeHus bblav BbibpaHbl ana 121 (62,3%), 42 (21,7%) 1 31 (16%) naumMeHTOB COOTBETCTBEHHO. BbIXKMBaHMe B
Bo3pacTe 24 1 48 mecsaues 6bina Boiwe npu TUBJ, uem npu HAMN: 95% (95% posepuTenbHblit MHTepBan: 81,8% -98,8%) n 67,7%
(95% poBepuTenbHbIN MHTepBan: 46,7% -82%) B BospacTte 24 mecsues (P <0,001) n 89.43% 1 45% B Bo3pacTe 48 mecsues B TUB/1
n HAN rpynnax cootBeTctBeHHO(P < .001). Bbibop TUB/1 cHM3unca ¢ 50% (1992-1998 roapbl) Ao 12,7% (2005-2010 rogpl) (P <
0,005)co cTaTUCTMYECKM He3HaunTeIbHbIM yBennyeHmem OJ1 - ¢ 50% o 65%. Boibop HAOM ysenmunnca c 8,1% (1999-2004 roapbl)
n022,7%(2005-2010 roabl)(P < 0,001).

BbIBOAbI: [onrocpoyHas BbIXXMBAaEMOCTb NaLMEHTOB onpegenserca Bblbopom seuyeHus. HBM1 u TB moryT npoanuTb KU3Hb, a Npu
ncnonb3osaHum HBJ/1 BepOATHOCTb BbIXKMBAHMSA HUKeE B BO3pacTe oT 24 no 48 mecaues. ypHan Pediatrics 2013;131:e1509-e1514

CnuHanbHana MblileyHas atpodusa (CMA) nepsoro Tuna (SMA1; 6one3Hb BepagHura-foddmaHHa) stopoe no pacnpocTpaHeHHOCTH
NnoTeHUManbHO cMmepTebHoe 3aboseBaHNe C ayTOCOMHO-PeL,EeCcCMBHBIM TUNOM Hac/leAoBaHMA, nopakatowee ot 1 13 6 000 go 1 13 8 000
YKUBOPOXAEHHbIX AeTeil C 4acToToN 6eCCMATOMHOrO HOoCUTENbCTBA B 1:34. TaxecTb cumnTomos CMA BapbupyeTca oT KpaitHeit cnabocTu u
6€e3yCc/10BHOM NOTPEBHOCTUN B UCKYCCTBEHHOM BEHTUAALMM IETKMX Y HOBOPOXKAEHHbIX U 0 MblLLIEYHOW c1aboCTu, BNepBble NpoABAAtoLLeCA BO
B3pocsom BospacTe. NaumeHTsl ¢ CMA TpeTbero TMna pasBMBalOT CNOCOOHOCTb B TeYEHWE HEKOTOPOro BPEMEHU CaMOCTOATEIbHO XOAWTD.
MNaymeHTbl c CMA BTOPOro TMNa XoAMTb HE MOTYT, HO CNOCOBHbI HEKOTOpoe Bpems cnaeTb 6e3 nogaepku. et c CMA nepBoro Tuna HMKoraa

3ns

He Hay4aTbCA NepeBopPa4MBaThCs, CMAETb NN xoamTb. CMAL nporpeccupytowee 3abonesaHue,™” Kak NpaBU/I0 3aKaHYMBAIOLLEECA CMEPTbIO B
mnageHuyectse.”’ CMAL TakKe pas/MuyaeTca No TAXeCTM 3aboNeBaHNA B COOTBETCTBUM C BO3PACTOM MPOABAEHWUA NEPBbIX KAMHUYECKUX
cumnTomoB.? 3ab0/1eBaHMe Ha3bIBAETCA KMCTMHHBLIMY, €C/IM NepPBble KAMHUYECKME CUMNTOMbI NOABAAIOTCA 10 BO3pacTa TPEX MeCALEes 1 Y
M/IaleHLA He pa3BMBAETCA CNOCOBHOCTb AepiKaTb ronosy. PasnuualoT TaxecTb popmbl 3abonesanua "Taxenas 1A", "tunuunaa 1A" nam
"markas "1B" no Bo3pacTy BO3HMKHOBEHMA NEPBOro 3N1304a SIErO4YHON HeAOCTaTOYHOCTU. [TpU CaAMOM TAXKENOM KJAMHUYECKOM NPOABAEHUN
3a6oneBaHNM TpebyeTcs KPYIIOCYTOUHAA MeXaHWYeCKan BEHTUALMA NIETKMX eXeHEBHO 10 0CTUXKEHUA 6-MeCAYHOro Bo3pacTa nalmeHTa.”"
Yyke 6b11M onuMcaHbl HOBble NOAXOAb! K BeAeHMo 60bHbIX ¢ CMAL, npu KOTOPbIX AETU 3aBUCAT OT NOCTOAHHON HEMHBA3MBHOW BEHTUAALMMK
nerkmx.”™ Llenb noaxoga obecneunTb Bpema OTAbIXa ANA AbIXaTeNbHbIX MbIlL, YTOBbI NOAAEPaTh POCT NETKUX W MpPesoTBpaTUTh
nedopMaLymio rpyaHON KneTku (pectus excavatum),”® maKcManbHO YBEMUMTL CKOPOCTb BblAOXa NPY Kallie u obecneunts HOPMabHY
aNbBeONIAPHYI0 BeHTUAAUMIO". [10AX0A TaKKe MOXKET UCMNONb30BaTbCA B MOCTUHTYBALMOHHbIV Nepuog, Koraa nauueHTbl BOCCTaHaBAMBAOTCA
noc/ie 0CTPOro 3NM304a HapyLWeHWA AblxaHua, noTpe6oBaBLwero MHTybaumn' . "CuMnTomMaTyeckoe iedeHmne" Kak 1 asyxdasHas BeHTUAALMA
HU3KMMM NOKa3aTeNAMM AaBEHUA NaLMEeHTaM Ha TAKebIX CTaaMAX HeJ0CTaTOuHbI.

Llenb uccnepoBaHnAa onucaTb UCXOA B COOTBETCTBMM C BbIBOPOM MeTOAa SIeHeHUA U U3MEHEHUA B KU3HM naumeHTa ¢ CMA u cpaBHUTb

nony4yeHHble AaHHble C paHee ONUCaHHbIMU TEHAEHUUNAMMU BbIXKMBAEMOCTU.

METOZ,

Bbin npoBeaeH aHanu3 uctopum 6onesHu scex naumeHtos ¢ CMAL, HabNOAABLINXCA B YETbIPEX UTANbAHCKUX MEAULIMHCKMUX LeHTpax ¢ 1
oKkTAbBpA 1992 r. pgo 31 pekabpa 2010 r. OuarHosbl 6blAM ycTaHoOBAEHbl B Havane 90-X rofoB C NOMOLLbIO KJAMHUYECKUX U
3NEeKTPOPU3NONOTNYECKUX NCCNEA0BAHUIM U, KaK TOIbKO 3TO CTAN0 BO3MOXKHO, C MOMOLLLbIO FrEHETUYECKMX UCCIeA0BaHWNI. Bce nauneHTbl bbiau
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pacnpeseneHbl Mo KaTeropuam Mo TAXECTU TeueHUA BOSIEe3HWN COFNAacHO NePBOMY NPOABAEHUIO KMHUYECKUX CUMNTOMOB® 1 (TONbKO AnA
NaLMEeHTOB C MeXaHMYecKol BEHTUNALMelt Nerkux) Bo3pacTy NepBoro 3nNM3oAa AplxaTenbHol HepoctaTouHocT.” UccneposaHune 6biio
04,06peHo pernoHanbHbIM KOMUTETOM MO 3TUKe 6onbHULbI Bambino Gesu Children's Hospital, kak uccneaosanme geteii c CMA nepsoro Tmna.

M3 nccnesoBaHMA UCKAOYEHBI AMArHO3bl, MOCTaBAEHHbIEe MOC/e BO3pacTa AeBATU MeCALEB, NMOCKO/bKY 3TM Honee cTapwme AeTv MoK bbl
6bITb B COCTOSHUM CUAETH U Y HUX MO0 He OKasaTbcAa CMAL.

[aHHble, OTHOCALLMECA K UCCNIeA0BaHMIO, OblNN NOyYeHbl U3 UCTOPUIA 6ONE3HU NN U3 MHTEPHET-6a3bl. PerncTpupoBanmch gata poXxaeHUs,
BO3PACT BOSHUKHOBEHWA KIMHUYECKMUX CUMMTOMOB, M36paHHbI METOZ, IeYeHNUA 1, B COOTBETCTBYHOLLMX CyYasx, AaTa cMepTu. Bospact, npu
KOTOPOM CNYUYMACA MepBbIM 3MM304, HapyLeHUs AbIXaHUA, PerucTpupoBascs NUWb A8 MALUMEHTOB, HAXOAALMXCA HA MEXaHUYecKou
BEHTUNALUM NETKUX.

Mepen poauTenammu CTaBuACA creadytowmin Bbibop: (1) HEe BMelMBATbCA B E€CTECTBEHHbIN Xo4 CcobbiTMI, TO ecTb obecneynTb Aullb
noaaep:usatowmin yxoa (6es neyeHus [NT]); (2) npoussectv usbmpaTesibHyO TPaXeoCTOMMIO M MHBa3MBHY0 MBJT (TV); 1 (3) HauMHas ToNbKo C
AHBapa 1999 r. ucnonb3oBaTtb HenHaasuneHyo MBJ/1 (NRA). NRA BK/toYana HeMHBa3MBHYIO AByxdasHyto BeHTUAaumio (NIV) n mexaHuyeckyto
noaaepxKy Kawna (MAC). MHBasusHas MB/, MAC u NIV npuMeHANUCb B COOTBETCTBMM C OMMCaHHbIM Bbiwe.’-"*-* O6opysosaHue,
NpUMeHAeMoe A0Ma, BKIOYANO ABa MEXaHUYECKUX BEHTUIATOPA, iBa BaKyyMHbIe MaLUMHbI A8 OTCOCa COAEPHKUMOTO PTa U NETKUX, OGHY
MawmrHy MAC ¢ MaHyasbHbIM M aBTOMaTUYECKUM PEXUMAMW, OOMH My/NbCOBOM OKCMMEP, OAMH AKTUBHbLINA YBNAXKHUTENb BO3AyXa ANA
MeXaHMYEeCKOW BEHTUAALLMMN U OGUH MaHya/IbHbIN peaHMMaLLMOHHbIV AbIXaTeNbHbI MELLOK.

Poautenu, Bbibpaswme gonrocpounyto UBJ, B 6onbHMLe 0byyannch 6a30BOI peaHMMaLMM U AEUCTBUAM B CIy4aaX HapyLUEHUA AblXaHUA.
Mocne 2002 r. cTan NPUMEHATLCA NPOTOKOA, oNy6MKoBaHHbIM Gomez-Merino 1 Bach” no Mcronb30BaHMIo NOAAEPKKM AbIXaTeNbHBIX MblLLL, C
npYMeHeHneM OKCMMeTpa.

Bo BpemA 3nn30408 OCTPbIX HAPYLUEHMI AbIXaHWA NOCTOAHHO OTC/IEXKMBACA YPOBEHb Nepudepuyeckoi KucaopogHoi catypaumm (Spo,). B
cnyyae nageHua rokasatena Spo, HUKe ypoBHA B 95% Mcnonb3oBasMCb MHTEHCMBHOE OTKawueaHue MAC, MocTypanbHbIM ApeHax u
rnyboKuUiA 0TCOC U3 AbIXaTeNbHbIX NyTel. bblM NponucaHbl aHTUBMOTUKM LUIMPOKOTO Kpyra AencTenA. Pogutenam paspeluanoch yBenamunTb
nukosoe aasnerune NIV go 25 cm H,0 B ciydae CHUNKEHUA HACbILLEHWSA, YBENNYUTD TEMI 3aMacHOro BEHTUAATOPA, YTOObI M36eXKaTb aCUHXPOHUM
MeXAy NauMeHTOM U BEHTUAATOPOM M ncnonb3osaTb MAC Ao Hopmanusaumm Spo,. Pogutenn Takxe Mmenn BO3MOXKHOCTb YBE/MYMBATL
AaBneHne UHCydNATOpa-acnMpaTopa, Kak onucaHo sbiwwe.” MaLueHTbl, HyXAalolWMeca B UHTY6aLMM NPU OCTPOM HapyLIEHWUM AblXaHUM,
aKcTy6upoBanunch ¢ nepexogom Ha NIV/MAC ¢ npeaknMHUYECKMMM MOKasaTeNs MM B COOTBETCTBMM C OMMCAaHHbIM paHee MNpPOTOKO/I0M
skcTy6aumn.’ ANA CHUKEHNA POTOMOTOUHbIX BblAENEHNI NPUMEHANCA aTPONMH. MCnonb3oBaHMe A0MNOAHUTENBHOTO KMCAIOPO/A B OMALLHUX
yCcnoBuAx, Kak npasuno, usberanocb. Pogutensam 6b110 pekomeHA0BaHO MCMOAb30BaTb €70 BO BPeMsA aKTMBALMW CeKpeLun U B cyyae
HapyLeHnit abixaHua.” Bcex NauMeHTOB MCCNenoBann Ha NpeaMeT Hannuma MHAEKLMI AbiIXaTeNbHbIX MyTe, BbI3bIBAIOWMX HapyLieHWe
AblXaHuA, noctoaHHoe npumeHeHune NIV nam npusoaawmx K rocnutanmsaumnn. UHdekunn apixatenbHblx NyTei onpesensinnco No Haanumo
Kapa M CAU3UCTO-THOMHOM MOKPOTbLI C cogepaHnem Spo, <95%. YunTbiBanuCb TaKKe Npoune pecnupaTopHble OCNOMKHEHUA, TaKMe Kak
NHEBMOTOPAKC M MHEBMOMEANACTUHYM.” TNPU3HaKaMM OCTPbIX SMU30A0B HapyLIeHUA AbIXaHUA CAYXMAO YXy/ALeHUe NapafoKcaNbHOro
AbIXaHMA, 3NN30/bl YPE3KOXKHOT0 SP0,<95%, ANALLMECcA MO HECKOIbKO MUHYT, C HeobxoanmocTbio noctoaHHOM NIV Bo nsbexaHune HapylueHua
ObIXaHUA W NafeHNs HacbIWEHWA KPOoBM KMCopoAom.” OCTaHOBKa [blXaHUA OCTaHOBKa AbIxaTelbHbIX ABUXEHMI W NajeHWe YpPoBHS
KMCA0poaa B Kposu Hke 40% C BOCCTaHOBAEHME TO/bKO Yepe3 6a3oBylo peaHnmaumio.” «M3beraHmne rocnmTanmsaumm» -- ynpasaeHue
3MM304aMV HapyLUEHMA AbIXaHMA NaLMeHTa B AOMALLHNX YCIOBUAX NyTeM NOCTOAHHOTO ucnonb3osaHma NIV nyacToro ncnonbsosaHma MAC.™
OcTpoe HapyLleHWe AbIXaHUA B YCI0BUAX FOCNUTANM3aLMM 3aTPYAHEHME AblXaHWUA, TAXMMHO3 M OCTPOe HapyLleHWe ra3oobmeHa. lMnokcemua
ycTaHaBaMBanacb npu Spo, <95% npu gonn Babixaemoro kucnopoga 6onee 0,5. AbixaTenbHbli aumMao3  yBesudeHue nokasatena Paco,,
npmsoaALLee K CHUKeHuto pH<7,35.

CTaTucTMyeckuii aHanus

[unckpeTHble (categorical) nepemeHHble cpaBHMBaNUCH C NOMOLLbIO X ™ o meToay Puwepa. HenpepbiBHbIE NepeMeHHble NPeaCTaBAAANCD C
NOMOLLBIO CPeAHEero 3Ha4yeHUs U CTaHAAPTHOTO OTKAOHEHWA WAW MeAMaH W pa3maxa M aHa/IM3MpPoBasUCb C NOMOLLbBLO t-KpUTepma U
AMCNEPCUOHHONO aHanAu3a Man no Kputepmam MaHHa-YUTHu n ®pugmaHa. OnbIT BbIXKMBAEMOCTU MaLMEHTOB MCCAeA0BaACA METOA0M
KannaHa-Meitepa. AHann3 KpuBbIX BbIXKMBAEMOCTU O1A Kaxpow u3 Tpex rpynn naumeHToB (NT, NRA, TV) npoBeseH no norpaHroBomy
KpuTeputo. CteneHb Taxkectn CMA no Bo3pacTy NepBOro ann3oga HapyLleHua abixaHua mexkay rpynnamu NRA u TV nposoaunock no metoay
®uwepa. Kputepuii x B pacyeTe 0XKMAaeMOCTU UCMOb30BAICA ANA OLEHKU U3MEHEHUA NPonopummn B TeyeHne BpemeHun. CTaTucTnyeckui
aHa/IM3 NPOBOAMACA C NOMOLLbIO Nporpammsl Stata, Bepcua 11.2 (StataCorp LP, College Station, TX).

Pesynbrathbl

219 naumeHToB 6bINM MPOAHANM3MPOBAHbI M3HAYaNbHO, 14 BblIM UCKNOYEHbI U3-3a MO3AHEro M HeageKkBaTHOro AuarHosa v 11 6biau
UCK/IIOYEHbI M3-32 HEMOJIHbIX AaHHbIX. 194 KoTopble cooTBeTCTBOBaAMN Kputepuam no CMA amarHosy 6b1v NpUHATBLI Kak npurogHble. Bce
nauueHTbl 6b1M BbiNUcaHbl U3 6onbHUL,. Poautenn npoxoamam noaroToBKy B 06yyatowem LieHTpe, KOTOPbIM TaK e OTBeYaeT 3a Ja/ibHellwee
Hab/loaeHMe NaLMeHTOB Ha A0MY.

NT 6b110 Mcnonb3osaHo ana 121 naymeHTa (62.3%)( 70 myxckoro 1 51 xeHckoro nona), TV 66110 ncnonb3osaHo ana 42 naumHToBs (21.7%)(19
MYKCKOro M 23 KeHckoro poga) u NRA 6bino mcnonbsoBaHo ana 31 naumeHTa (16%) (14 myxkckoro n 17 »KeHckoro nona). Tabauuya 1
NOKa3blBaeT KNaccUdUKaLMIo ypoBHA TAecTM CMA B COOTBETCTBUM C BO3PACTOM Hayana NPOABAEHUA KAMHUYECKUX cUMNTOMOB’. HUKaKuX
pPasNnunin mexay YeTblpbMsa 60NbHULLAMU HE HAWAEHO.
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Mponopums naumeHToB ¢ “UcTHHbIM” CMA1L 6bina Bbiwe B NT rpynne no cpasHeHuto ¢ NRA u TV ( NT npotus NRA, P <0.01; NT npotus TV
P<0.01). HMKaKMX 3HAYUTENbHbIX PA3NINYKIA B NPONOPLMM “UCTUHHOM” 1 “npomexyTodHoin” CMAL B rpynnax NRA u TV He 6bia10 HallgeHo.
Tabnuua 2 nokasbiBaeT rnaccuduKaumio Takect CMA OTHOCWTE/NIbHO BO3pacTa NEepPBON AblXaTeNbHOM AeKomneHcauun' . MokasaTtenw
BO3pacTa NepBoW AbIXxaTenbHOW AeKomneHcauun 6biam 6.9 +/- 4.3 n 12.6 +/- 14.4 mecaues B TV rpynne no cpasHeHuto ¢ NRA rpynnoit
(P=0.014). OpauH 13 nauveHToB B NRA rpynne Hy»4ancs B UCKYCTBEHHOW BEHTUAALMUM OT PONKAEHUA U OOMH U3 MALMEHTOB HyKAanca B
WCKYCTBEHHOM BEHTUNALLMM B BO3pacTe 0T42 MmecALEeB.

MHTepecHo, uTo 6 nauneHTos B NRA rpynne (19,3%) He BbifABUAM PECNMPATOPHYIO AEKOMMEHCALMI0 U OTKa3asnUCb OT rocnuTaumsaumm B
cpeaHem Bospacte 47.1 +- 21.1 mecaueB (ananasoH 16-78 mecaues). Korga Taxectb SMA1 6bln1a OTCOPTUPOBaAHHA ANA NaALUEHTOB C
BEHTUAALMEI COMNacHO BO3PacTy NepBOM PeCcnUpPaTOpHOIl JeKomneHcaumn' - nponopuus TUNUUYHOM SMAL ¢ nepBoil pecnMpaTopHOi
JeKomMmneHcaunm mexay 4 v 18 mecauamu 6bina Bbiwe B TV rpynne no cpasHeHuto ¢ NRA rpynnoit (P=0.014)

Korga nauneHTbl 66111 06cnesoBaHHbI Yepes 6 NeT, YUCA0 U NPOLLEHTHOE COOTHOLWEHWE NALMEHTOB B rpynnax MU3MEHUIOCh, KaK NOKa3aHo B
Tabnaunue 3.

Konunuecteo nauneTos B rpynne TV emeHblmnnocb ¢ 50% ( 8 1992-1998) no 12.7%(2005-2010)(P=0.0002), B Toxke camoe Bpems B NT rpynne
NpPOM130LW/0 He3HaYnTeNnbHoe yBenmyeHune c 50% a0 64,6% (P=0.304). Hu ogHoro naumeHTa He 66110 oTHeceHo K rpynne NRA B nepuog, ¢ 1992
no 1998; nokasarenb ycnewHo so3poc 8 8.1(1999-2004) no 22.7% (2005-2010)(P=0.021)

B TeueHue nccnepgosanua: 113 naumentos (93.3%) ymepnu B cpegHem B Bo3pacte 6.95 (cpegHuii BospacT: 8.1+/-5.3 mecAua; MexKBapTasbHoe
3HaveHue: 5-10.1 mecAaues), 7 nauneHTos (16,7%) ymepau B cpeaHem Bo3pacTe 76.1 mecAua (cpegHee 3HayeHune 85.6+/-46.7 mecAues;
MeXKKBapTanbHoe 3HayeHune 51.1-113.1 mecau) u 14 naumeHToB (45.2%) ymepau B Bo3pacTe 28.6 mecsaues (cpeaHee 3HayeHue: 31.6 +/-21.3
MecALa; MeXKBapTasbHoe 3HadeHue: 12.8-41.1 mecaua) B rpynnax NT,TV u NRA cooTBeTcTBEHHO. BbixkMBaHMe B Bo3pacTe oT 24 40 48 mecAueB
6b1010 Bbiwe B rpynne TV, uem B rpynne NRA: 95% (95% posepuTenbHbl MHTepsan [OMN]: 81.8% - 98.8% ) n 67.7% (95% AN: 46.7% - 82%) B
Bo3pacTe 24 mecaua (P<0.001) n 89.43% n 45% B Bo3pacTe 48 mecaues B rpynnax TV 1 NRA cooTseTcTBeHHO (P<0.001). HekoTopble naumeHTbI
cMArknum peHotunom us rpynnsl NT npoxkunm 6onee 2 mecaues (1.3% [95% [N: 0.1%-6%]) BbixkuBaHue B NT rpynne) (rpaduk 1)

Tabnuua 1: Knaccudpukayma Taxkectn CMA1L oTHOCUTENbHO BO3pacTa NPOABAEHUA CUMNTOMOB

Mpynna Yncno n % naumeHToB C NPOABNEHNEM CUMNTOMOB | Y1Co 1 % NaLMeHTOB C NPOABAEHUEM CUMNTOMOB B
B BO3pacTe mnague 3 mecaues («ucTuHHaa» CMAL) | BospacTe cTapiue 3 mecaues (npomeskytouHas CMA1)
NT(n=121) 83(68,5)" 38(31,5)
TV(n=42) 16(38,1) 26(61,9)
NRA(n=31) 10(32,2) 21(67,8)

NT npotns NRA n TV, P<0.01

Tabnuuya2: kKnaccupukaumua tTaxkectu CMA1 oTHOCUTALHO Bo3pacTa NepBoM AbiXaTeNbHOU AeKoMNeHcauum

Yumcno n % naumeHToB ¢ nepeoi Yncno n % naumeHToB C NepeoW Yucno n % naumeHToB C Nepsoi
Mpynna [AekomneHcauumeli B Bospacte 0-3 | gekomneHcauuelt B BospacTe 4- [leKoMneHcauuel B Bo3pacre
mecaua (Taxkenas CMA1) 18 mecaues (TunmnyHaa CMA1) nocne 18 mecaues(markas CMA1)
TV(n=42) 1(2.3) 33(78.5)* 8(19)
NRA(n=31) 5(16.1) 15(48.3) $ 11(35.4)
*NRA npoTus * TV, P<0.05
Tabnuua 3: pacnpegeneHne NauUEeHTOB MeXKAY BO3pacTHbIMM rpynnamm
Mepuog,
Mpynna
1992-1998 1999-2004 2005-2010
NT 5(50) 45(60.8) 71(64.6)
NRA 0(0) 6(8.1) 25(22.7)°
TV 5(50)° 23(31.1) 14(12.7)
Utoro 10 74 110
[aHHble npeacTaBoeHbl Kak n(%)
*2005-2010 npoTna 1999-2004, P<0.005
®1992-1998 npoTtus 2005-2010, P<0.005
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Mpaduk 1:
KannaH-Maliep ougHKa BbIKMBaHMA B Tpex rpynnax. COBOKymNHasa BEPOSATHOCTb BbIXKMBaHUA b6bisia Bbiwe ana NRA n TV rpynn, ¢ HU3Ko#M
BEPOATHOCTbIO BbIXKMBAHUA B Nepuoa mexay 24 n 48 mecauamm B NRA rpynne

OBCYHAEHUA

Hawwu aaHHble BbiaBMAK (1) naumeHTsl 8 NT rpynne o6nasanv MmeHbluel BEPOATHOCTbIO BbIXKMBAHWUA U YMUPAIM HA BTOPOM roay »usHu; (2) TV
1 NRA nauueHTbl MMenn 6osee BbICOKYIO BEPOATHOCTb BbIXKMBaHWUA Mo cpaBHeHWto ¢ NT naumeHTamu, co 6osee HU3KOW BEPOATHOCTHIO
BbIXKMBaHUA B Nepuog mexay 24 un 48 mecsuamu n 6onee BbiCOKOW cmepTHOcTbio B NRA rpynne; (3) KOAAMYeCTBO YacoB MeXaHUYeCcKoM
BEHTUNALMM B [eHb B TEYEHUWU nepuoaa usyyeHus 6bin 3HaumTenbHo Huke B NRA rpynne, rae 6b110 TONbKO ABa NauMeHTa Tpebylowmx
BEeHTUNAUMM Bonee yem 18 4acoB B A€HbD.

Mbl 06HapyXnan 6onbLue PecrnnpaTopHbIX AeKOMMNeHcaumMin n Heyaad B iedeHnm B rpynne NRA, rae TV 66110 Heobxoanmo gia 7 NaumneHTos.
BayKHO, YTO OAMH NALMEHT NOCTPaAan OT KapAnopecnepaTopHON OCTaHOBKM B Bo3pacTe 5 /1eT M3-3a HeyAauyHOW peaHMmauuu ¢ nocneayluein
TAMKENON HEBPONOrMYECKOM TPaBMoOii. Kak 3To yxe 6bino npeanonoxeHo [p. baxom,” ocTpble pecnMpaTopHble AeKOMAeHcaLyun MOoryT 6biTb
onacHbl 1A }U3HW naumeHToB co CMAL. OuuncTKa AbIXaTesbHbIX NyTeil n npoBeAeHUe peaHMMaumoHHbIX aeicteuit y NRA naumeHToB
npoxoauT bonee TAXKeENo us-3a bynbbapHoW aucdyHKuMmM. MNauyneHTbl TV rpynnbl NOKasainmM TEHAEHUMIO K YMEHbLUEHUIO AbIXaTeNbHbIX
AEeKOMNEeHCaLMit U CPOYHOM rocnuTanmsaumm nocpasHeHuto ¢ NRA rpynnoit. Takxke TV He 3alMLLatOT NONHOCTBIO AbIXaTeslbHble NYTH, TaK Kak
TPaxeoCcToMMYECKME TPYOKM 3a4aCTyO HE MMEIOT MaHKET, U BEPOATHOCTb 3G HEKTUBHOM BEHTUAMLMUM Y NaumeHToB TV rpynnbl, 6€3 COMHeHUA
Bble. ITM AaHHble MOTYT yKa3biBaTb Ha To, YyTo NRAMauueHTbl UMetoT onpeaesieHHble orpaHuyeHma u obnagatoT UHOW BEPOATHOCTLIO
BbIXKMBAHNA, Hexenn TV. DTV AaHHbIE OTIMYAIOTCA OT TEX, 4TO ONYBANKOBaHHbI B APYTMX UcciefoBaHuax.” "

MHTepecHo, uto B NRA rpynne 6 nauneHTos (19.3%) He UMeNn HX OAHOTO CAyYan AbIXaTeNbHOW AeKOMMeHcauun (HefocTtaTodHocTH) My 11
nauuneHToB (35.4%) nepsblit cayyali NpovsoLwen ToNAbKO B BO3pacTe cTapwe 18 mecsAues. ITO yKa3blBAeT HA BbICOKYIO UHOMBUAYANbHYIO
Bap1abenbHOCTb, TaK, OAHOMY NaLuuMeHTy bbina Heobxoamma c poxkaeHuna NIV 24 yaca B CyTKM, @ Y APYroro naumeHTa nepeasn AbixaTesbHas
JAeKomMneHcaumsa npousoluna B Bo3pacTe 42 mecsAues. K MomeHTy nociesHero cbopa AaHHbIX TONbKO 2 naueHTa u3 31 (7%) B NRA rpynne
Hyxkganmcb B NIV 24 yaca B CyTKM, No cpaBHeHus ¢ 39 u3 42 (92%) naumeHtos TV rpynnbl. 3T AaHHbIE MOTYT NOKa3aTb, YTO NaLMEHTbI
npuHumaswmne NRA  MOMM UMETb MArKWI GEeHOTMN, Kak 3TO Bbl1o paHee NpPeAnonoMeHHo . TpeablayliMe UCCNeAoBaHUA TaKke
onpeaennau, YTo TPaxeocTOMMA AenaeT NaLumueHTos 6o/ee 3aBCUMbIMM OT BEHTUAALMK™,

CMepTHOCTb B Haluelt rpynne NRA 6binia Bbille (45.2%), 4em B oTyeTax y Apyrnx' ™. B oTuete [p.baxa'' cmepTHOCTb cocTaBuna 17% (8 us 47
nauueHToB) y NRA nauneHToB B Bo3pacTe 65.2+/- 45 mecAues. lMocnegHue nccnesoBaHuna B 04HOM UTaNbAHCKOM LEHTPE TaKKe MoKasasm
ypOBeHb cMepTHOCTM B 14% y 16 NRA nauueHTtos B Bo3pacte 40.5+/- 18.1 mecaues”. Tem He MeHee, B ApPYIMX UCCAEA0BAHUAX YPOBEHb
CMepTHOCTU 6bin Bbiwe™?. Chatwin® B uccneqosaHuK geteit, nonyyatowmx NRA (Bo3pacT geTelt He 6bin yKasaH), Habnlogany ypoBeHb
cMepTHOCTU B 38.4%. Mannaa” , UCNOMb3yA HU3KMIA YPOBEHb ABYXYPOBHEBOM BEHTUAALMM, HE OBHapYKWAa NPOANEHUA XM3HU, BCe
YYaCTHUKKN UcCnefoBaHUA YMep/iM Ha BTOPOM FO4Y XWU3HW, YTO UAEHTUYHO NauMeHTaM HenpUHUMAlOLWMM nedyeHuA. Tak KaK nokasartenu
CMepPTHOCTM TEKYLLEro NCCIef0BaHNA COOTOCATCA C BblLUE YKa3aHHbIMU pe3yabTaTaMm, Mbl MOXKeEM CAeNaTb NPeAno/oKeHne, 4To pas3nnymsa
060CHOBaHbI U3MEHEHUAMM B TaKTUKe SiedeHns no NRA 1 ynydlleHnemM METOAMKM C rofamu.

Ta6nuu,a 4 : KonNnyecTBO pecnUpPaToOpHbIX ,quomneHcau,Mﬁ B TeyeHune nepumoga nccnegoBaHuAa

Mpynna Konnyectso ApbixaTesbHbIX 4EKOMMEHCaLMHA, Konnuectso AbixaTeNbHbIX eKOMNEHCaL,
pelleHHbIX Aoma (cayyait/naumenHT B roa) noTpe6oBaBLUMX rocnMTaAU3aLMK (Caydait/naumeHT B roa)
NRA 42(0.02) 43(0.023)
TV 80(0.007) 71(0.006)
Bcero 122 114
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Tabnuua 4 nokasblBaeT KOIMYECTBO AblXaTe/IbHbIX AEKOMMEHCaUMIN, paspeLleHHbIX 40Ma UK NoTpeboBaBLLIMX rocnMTanM3aL MM naumeHTa. B
NRA rpynne 7 naumMeHTam B KOHeYHOM cHeTe 6bina yCTaHOBAEHHa TpaxeocToma: 2 nauueHTa (cpefaHuit Bospact: 22=/-0.5 mecaues) nocie
10.7=/- 1 mecAua, TaK KaK POAUTENN HE MOFIM rapaHTUPOBaTb MOCTOAHHbIN Heobxogumblit yxoa ans NRA; 4 nauueHTa (cpegHuii Bo3pacr:
10.7+4/- 0.5 mecaues) nocne 2 +/-0.5 mecAuUeB M3-3a HEBO3MOMKHOCTU ynpasBaaTb NRA B yCNOBMAX MOCTOAHHOW MacoYHOMN BeHTMAAUMK; 1
naumeHT (B Bo3pacTe 67 mecaues) nocne 59 mecsues NRA 13-3a yXyaWMBLIMXCA HEBPONOTMYECKMX NOKa3aTenei Noce KapanopecnmpaTopHoi
OCTaHOBKM gOMa.

52 naumeHTa BCe ele XMBbl Ha MoMeH cbopa AaHHbix (89+/-43 mecsaua ana TV rpynnbl u 38.2+4/- 21.4 ana NRA). Konmuectso yacos
pecnupaTopHoO AeKommneHcauumnm Ha MOMeHT cbopa AaHHbIX 6b110 23.1+/-2.8112.% +/-6.06 8 TV 1 NRA rpynnax cootsetcteeHHO(P<0.001).

B TV rpynne Bce NMaumMeHTbl 3aBACAT OT  MexXaHW4ecKon BeHTUAMUMKM 24 yaca B cyTkM; B NRA rpynne Tonbko 2 nauuHTam Heobxoguma
MexaHUYecKan BeHTUNALMA 24 4aca B CYTKM, B TO BPEMA Kak HUKTO He HYXKA3aNCA B MeXaHUYECKON BEHTUNALMA Ha NPOTAXKeHUM 18 YyacoB B AeHb.
Bonee Toro, NIV ctano 6onee goctynHbim B UTanum 3a nocnegHue 10-20 neT, 4To TakKe onpeaenser BbiIbop NpoBOAMMOro JeYeHus.

CyLLecTByeT HECKO/IbKO OFpaHUYeHU B Hallem UCCNesoBaHWU. Bo-nepBbix, 3TO OblM PETPOCNEKTUBHBIE CEPUM CIYHaEB, TEM HE MEHee, B
COOTBETCTBUM C HALIMMMK 3HAHUAMMW, HUKAKOIO PaHAOMM3NPOBAHHOIrO uccnegosaHua no CMAL He 6bino nNpoBefeHO A0 HACTOALLEro
BpemeHU™. BO-BTOPbLIX, M3HAYa/bHO M3-3a HEXBATKM AaHHLIX O BO3PacTe MepBOW PECMMPATOPHON AEKOMMEHCALMW y MauueHToB 6e3
BEHTUAALUM Mbl ONUpPanuck Ha rpagaunio CMA ot loos®. B TpeTbux NIV 1 MAC 1cnonb3oBanumcb pasiMyHO C TeYEHNEM BpeMeHHU, oTparkan
BO3MOKHOCTU Pa3/IMYHOCTM IeYeHMA BeHTunauuein. BuetsepTbix, rpynnbl NT, NRA 1 TV 6b111 BEPOATHO HEOAHOPOAHbI. BEpOoATHO, UTO KaKue-
TO MaUMEHTbI CTPaAaBLLME HECKONbKUMM 3abaneBaHnAMM 6binn oTHeceHbl K NRA 4TO6bI NO3BOIUTb BbINUCKY M3 60/1bHULbI. B NATbLIX, Tpaxeo-
BeHTUNAUMA U NRA TpebytoT pasnnMyHoro onbitTa yxoaa. HEBO3MOXKHO MCKAOUUTDL, YTO YacTb cmepTelt B NRA rpynne ABasanck NpuUYMHOM
OTCYTCTBMA HEOBXOAMMOTO OMbITa B YXO4E, HEMPABUIbHOTO 0BYYEHUA UK 3aePXKKM C rocnUTanmn3aLmen. B wecTbix, HaWn pesynbTaTbl B3ATbl
13 LEeHTPOB (60/1bHML) NOAAEPHKKM C ONbITHBIMM CNEeLMaancTaMm B COCTaBe My/IbTUANCUMNIMHAPHLIX KOMAHA. Halwm pesyabTatbl MOTyT 6bITb
HeNpUMeHUMbI ANA LeHTPoB 6e3 HUX'. B cefbMblX, BPauM B PasiMUHbIX GObHULA MOryT NPeoCTaBAATb POAMUTENAM PasHbIi BbIGOP.
HeBO3MOXHO UCKNOUNTD, UTO AnA pebeHKa, cTpajatoLlero ot Hanbonee cNoXHOro GeHoTMNa, Bpayu, a BNoCaAeACcTBUMU U poauTenu, BbibepyT
NT neueHne™. TemHe MeHee, KO/INYeCTBO MNALNEeHTOB C K UCTUHHbBIM» CMA1°6bin0 Bbilwe B NT rpynne no cpasHeHuto c TV u NRArpynnamu, rae
poauTenv Bblbpanu NT B CBA3M C XYALMM KQUECTBOM XKU3HU Y ITUX AETE.

B 3aKnloUYeHWUM, BAMAHWE HA MPOAOMIKUTENbHOCTb XKU3HM MOXET BbITb onpeaeneHo pewexvem poauteneii. NRA n TV npeacTtaBneHbl Kak
TepaneBTUYECKME peLleHna ANA NPOANEHMSA KNU3HK, Npy 3To NRA nokasbiBaeT 6on1ee HU3KYH BEPOATHOCTb BbIXKMBAHUA B BO3pacTe Mexay 24 un
48 mecauamun. Ha TeKyLWMA MOMEHT He CyLLecTBYeT uaeanbHOro pecnupaTopHoro nedeHua ana naumerHtos co CMAL. Y NRA ceuwectsyet
HECKO/IbKO OrpaHnYeHu, HEKOTOPbIE U3 KOTOPbIX MOTYT AbITb CYLLECTBEHHbIMM, HANPUMEP, BEPOATHOTb HEYAAaYHOW AOMALLHEN peaHMaLmm
B C/ly4anu AplxaTesIbHON AeKomneHcaunmn. TakKe 3TO NOBbILWEHHbIN PUCK TOCNUTaNN3aLMKN, KOTOPAA MOXKET BKAOYATb MHTYBaL M0 NaumeHTa,
YTO MOXKeT BMNOCNeACTBUM elle 6onblue OCNOMKHUTL XWM3Hb CEMbM NauMeHTa M 340poBbix BpaTbeB M cectep. [laHHble OrpaHUYeHus
06yCN10BIEHbI HE TO/IBKO OTCYTCTBMEM OMbITa Y MEeAANEPCOHANA, HO TaKKe TAXKECTbIo 3a60/1eBaHUA M 060pyaoBaHMEM Heobxoaumbim ans NRA,
KOTOpOE M3HauaNbHO BbII0 CO3AaHO ANA NOAPOCTKOB U B3POC/bIX NaLMeHToB™.

Mbl BEpUM, YTO HaLUW pe3y/bTaTbl MOTyT MOMOYb AOKTOpam, paboTatowmm co CMAL nauneHTamm 3HaTb 60/1bLLE O BO3MOMKHOCTAX BbIXKMBAHMA
nauMeHTOB B 3aBUCMMOCTYM OT BbI6GOpa ledeHums.
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