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[vccepTaumoHHas paboTa BeinonHeHa B HayyHowm LleHTpe cepaeydHo-
cocyguctomn xmpyprum um. A.H. bakynesa PAMH.

Hay4Hble pyKoBOOUTENN:

Axagemnk PAMH, npodeccop Bokepus
Jleo AHTOHOBMY
[IOKTOp MeauUMHCKNX HayK, npodheccop JNlo6auyeBa

NanuHa BacunbeBHa
OdumumanbHble ONMNOHEHTbI:
[loKTOp MeauUMHCKNX HayK, npodheccop, Ko3nos
3aBeayloLwmin otTaeneHnem Uropb AnekcaHapoBu4
aHecTe3nosiornMn 1 peaHumaumm
Hay4yHo-nccnegoBaTesnibCKoro MUHCTUTYTa
TpaHCNIaHTOIornm
N UCKycCTBEHHbIX opraHoB M3CP PO

[IOKTOp MeaULIMHCKUX HayK, HuknTuH

3aBeayloLnin OTAENEHNEM peaHnMauunm EBreHnn CtaHucnaBsoBuv
N UHTEHCMBHOW Tepanunn

Hay4dHoro LeHTpa CepaeyvHo-cocyanucTon

Xupyprum um. A.H. bakynesa PAMH

Beayuias opraHusauus: Poccuinckun HayuHoin LleHTp Xnpyprumn

M. Akapemuka b.B. NetpoBckoro PAMH
3awuTa gucceptaumm coctontcs «28» mapta 2008 roga B « » 4acoB
Ha 3acefaHuu gucceptaumoHHoro coseta [.001.015.01 npn HayyHom LleHTpe
cepaevHo-cocyaucton xmpyprum um. A.H. bakynesa PAMH (117931, Mocksa,
Py6bnesckoe wwocce, 135).

C oncceptaumnen MoXHo o3HakomuTbcsa B bmbnmnoteke HL, CCX um. A.H. baky-
nesa PAMH.

ABTOpedepaT pasocnaH « » 2008 ropa.

Y4yeHbIn cekpeTapb AnccepTaunoHHOro coBerta

[IOKTOp MeaULMHCKNX HayK .. Masu3osBa



OBLLAA XAPAKTEPUCTUKA UCCIIEOOBAHUAL.

AKTyanbHOCTb TeMbIl UCCNeaoBaHUSA

TpaHcnosnuus marucTtpanbHbix aptepun (TMA) — oguH n3 Hamnbonee pac-
NPOCTPaHEHHbIX BPOXAEHHbLIX MOPOKOB cepjua, KoTopble 6e3 onepaTuBHOro
BMELLATENbCTBA COMpPoBOXAatoTCs abcontoTHoOM neTtanbHocTblo. Yactota TMA
No AaHHbIM pa3HblX aBTOPOB cocTaBndeT 5-15% oT BCcex BPOXAEeHHbIX MOPOKOB
cepaua (bypakosckunn B.U., Bokepusa J1.A., 1996; Park M.K. et al., 2002) u co-
ctasnsiet 20,1-30,5 Ha 100 000 >XMBOPOXAEHHbLIX, C BblpaXXeHHbIM npeobnaga-
Huem (60-70%) manb4ymnkos (Chang A.C. et al., 1998).

Bes onepaTtMBHOro neyeHnsa B NepBy0 Heaento XusHum nornbatot go 30%
HoBopoOXaeHHbIX ¢ TMA, B nepsbin rog xkunsum — 90% peten (Castaneda A.R. et
al., 1994; Braunwald E., 2001). B HacTosLlee BpeMA OCHOBHbIMU NpUYMHAMU
paHHen reTasibHOCTU Mocre onepauuu apTepuanbHoro nepeknodeHus (oAll)
ABMSATCA HEeAOCTAaTOYHOCTb neBoro xenyaoydka (JIXK) n neroyHasa runepteH3nsg
(JIM), n no3aToMy Ha nepBbIN NnaH BbIXoAAT NpobnemMbl NpegonepaumoHHON noa-
roTOBKM W1 rnocrieonepaunoHHON MHTEHCUBHOW Teparnuu.

HecmoTpsi Ha MHoroneTHu onbIT BbinonHeHna oAll B HLL CCX um A.H.
BakyneBa, HeQOCTAaTOYHO M3Y4YEHO TeYeHue Brmkanwero nocrneonepaunoHHO-
ro nepuoga y Aeten ¢ pasHoiMn aHatomudeckumn sapmaHtamm TMA, He onpe-
AerneHbl Npea- n nocneonepaunoHHble dakTopbl pucka. Npobnema nocneone-
paunoHHoro segeHna geten ¢ TMA He oTpaxeHa B OT€@YECTBEHHbIX Hay4YHbIX
nccenepnosaHnax. OTCYTCTBYIOT AaHHble MO MCNOMb30BaHUKD MHIIMOGUTOPOB hoC-
doaunactepasbl Il (M3 1Il), 06BEMY KNUAKOCTM N ONYPETUYECKON NOOOEPXKKE.

Pestomnpysa Bblllecka3aHHOe, CTaHOBUTCS OYeBUMAHOM HeOobXO4MMOCTb
N3y4yeHna npea-n nocneonepaumoHHOro BbiXxaXxmnsaHus HOBOpoxaeHHbIx ¢ TMA.

Llenb nccnepoBaHus

YnydwunTb pesynbTaThl fIe4eHUs1 HOBOPOXAEHHLIX U AeTen rpygHoro BO3-

pacTta nocrie onepaumm apTepuasnibHOro NepekniyeHnsa 3a c4eT onTumMmsaumm

nocreonepaumoHHON MHTEHCMBHOW Tepanuu.



3agauum nccnegoBaHUA:
. N3yunTtb OCHOBHbIE OCIOXHEHUA, CPOKMU UX (POPMUPOBaAHUA U NPEaNKTOpPLI
pas3BUTUSA NOCIIe aHAaTOMNUYECKOWN KOPPEKUMN pasnuyHbix BapnaHTtoB TMA.
. BbigiBUTL pbakTopbl pucka pasBuUTUS OCTPOM CepaedHOM HeO4OoCTaTOYHOCTU Y
nauMeHTOB nocrie aHaTomuyeckon koppekuum TMA.
. Onpegenntb nokasaTtenn reMoauHaMuku, CBUOETENbCTBYOLWME O KOMMEH-
CUPOBAHHOW cepaevyHOW HeOOoCTaTOYHOCTUM U adeKkBaTHOM CUCTEMHOW Mnep-
doy3um.
. 3yunTb Bnnanue nHdysnm ndL3 [l Ha remognHaMUKy U BbKMBAEMOCTb Y
naumeHToB ¢ ocTpon HegocTaTodHoCcTbo JIXK n X nocne oAll.
. YCTaHOBUTb CTPYKTYpPY, (pakTopbl pucka 1 NpeanKkTopbl neTanbHOro ucxoaa y
nauMeHTOB nocrie aHaTomuyeckon koppekuun TMA.

Hay4yHas HOBU3Ha nccnegoBaHuA
. Bnepsble B Poccun mn3yyeHbl TedeHne nocreonepaunoHHoOro nepuoga, oc-
HOBHbIE OCIOXHEHUS U NneTanbHOCTb Yy AeTen nocrie aHaTOMUYEeCKOM Kop-
pekumun TMA. lNokasaHo, yto getn ¢ TMA OMXKI1 ctapwe 3 mecsaueB XU3HU
dopmupytoT 2/3 neTanbHbIX UCXxoaoB rnocne oAll.
. Bnepsble B Poccun onpeneneHbl pakTtopbl pyUcka OCIIOXHEHHOro TevyeHUs
paHHero nocneorepaumMoHHOro nepuoga n nNpeankTopbl HEGMAronpPUSTHOroO
ncxoda nocrne aHatomuyeckon koppekummn npoctom TMA n TMA OMXKTI.
BnepBble onncaHo oTpuuatesisHoOe NPOrHOCTUYECKoe 3HavYeHue rpagueHTa
LeHTpanbHoM u nepudepuyeckon Temnepatypsl > 2,5° nocne oAll.
. Bnepsble B Poccuun npumeHeHbl nd3 Il B nevyeHnn ocTpon HeaoCcTaTo4vHo-
CTU NIEBOrO U NPaBOro Xesnyaodkos y nauneHTosB nocrie oAll. lNokasaHo, 4YTo
NX UCNONb30BaHWE ANS fleYeHus HA3KOro cepaeyHoro Bolbpoca y geTten ¢
«npoctom» TMA n TMA OMXI1 goctoBepHo (p=0,0004) cHwxaeT netanb-
HOCTb OT OCTPOW cepaevYHON HEAOCTATOYHOCTH.

MNMpakTnyeckas 3HAYNMOCTb

. Onpen,eneHu «KpUTHN4eckmne» 3Ha4deHud nokasarenen reMmoguHamMuKn Yy na-



umeHToB nocne oAll.

2. YcTaHoBNeHbl NpeaukTopbl HebnaronpuaTHOro ncxoga nocne oArll.

3. MNonyyeHHble aaHHble O BMaHUKM MPOD Il Ha remoanMHaMKUKy y NauneHToB
nocrne aHatomum4yeckon koppekumn TMA no3BosnsT pekoMmeHOoBaTb €ro B
Ka4yecTBe npenapara nepBoro Bbibopa y nauneHToB rpynnbl pucka no passu-
TUIO OCTPOM CepOEYHOMN HEeAOCTaTOYHOCTM B paHHEM rocrneonepaunoHHOM
nepuoge.

4. PaspaboTtaH cTaHoapT WHTEHCUMBHOM Tepanum HOBOPOXAEHHbIX U OeTeu
NepBOro roga »*us3Hu nocre oAll, N03BONUBLLMI yNyYLLUTL pesynbTaThl one-
paTuUBHOro rneyvyeHuna y aetem ¢ TMA.

Peanusauusa pe3ynbtaTtoB paboTbl
PesynbTtaTbl AUCCEPTAUMOHHOIO UCCrnegoBaHUA BHeOPEHbl B KITMHUYe-
CKYI0 NPaKTUKy OTAeneHna peaHMMauum U MHTEHCUBHOM Tepanum HeOOHOLUEeH-
HbIX 1 HoBopoOXaeHHbIX aeten HL CCX nm. A.H. bakynesa PAMH.
AnpobGauusa aucceptauum
OcCHOBHbIE NOSIOXEHMS UCCregoBaHNA LONOXEHbI U OOCYXXAEHbI Ha:

»VIII exxerogHon ceccumn HLL CCX nm. A.H.bakynesa PAMH, Mocksa, 2004 rog.

» X Bcepoccuimnckom cbese cepaedHo-cocyanctoix xmpypros, Mocksa, 2006 r.

» XI exxerogHomn ceccumn HLL CCX nm. A.H.bakynesa PAMH, Mocksa, 2007 rog.

NMonoxeHns BbIHOCUMbIE Ha 3aLUMUTY.

1. dakTOopammn pucka cepaevHon HegOCTaTOYHOCTM NOCHe aHaTOMUYECKOW KOp-
pekunmn npocton TMA gaBnsatTca goonepaunoHHble nokasatenu KOOJTK<36
Mn/m?, NOITK = 2 n KTU meHee 62,6%, a TMA AMXKI - Bo3pacT Ha MOMEHT
onepauunun bonee 3 mecqaueB, Hanuume MHoxecTBeHHbIX AMXKIT n gnameTp
A >2,5 z-score.

2. lNokasaTtensiMm agekBaTHOro cepaedHoro Bblbpoca y naumeHToB nocne oAll
anatotcsa CAL 6onee 60 mm pT. cT., cAl 6onee 45 mm pT. cT., 4NN v UBLO
MeHee 12 MM pT. CT. 1 agnypes 2-3 mn/kr/yac.

3. NHpysmsa nd3 Il y naunmeHToB C CMHAPOM HU3KOro cepaeyHoro Bblbpoca



nocne oOAll OOCTOBEPHO CHWXaeT neTtanbHOCTb OT OCTPOU CepaeyvyHon He-
poctatodHocTu (p=0,0004).
My6nukauun
Mo Teme guccepTauun onyoGrnmMKOBaHO 9 HayyHbIX paboT, M3 HUX B LIEH-
TpasrbHOM NevaTn — 6 XXypHasnbHbIX CTaTen.
O6bem n cTpykTypa paboTbl
[ncceptaumsa cocTouT U3 BBeAEHUs, 4 rnas, BbIBOAOB, NPaKTUYECKNX pe-
KOMeHOauun, ykasatena nutepatypbl. PaboTta msnoxeHa Ha 131 cTpaHuue,
coaoepxut 48 Tabnuu, 13 pMCYHKOB. YKasaTtesib nurepaTypbl BkovaeT 134 uc-
TOYHUKA, U3 HUX 9 — OTEYECTBEHHbIX U 125 — 3apybexHbIX aBTOPOB.
MaTtepuanbl n meToabl uccnenoBaHus

3a nepuopg 30.01.2004-28.07.2005 Ha 6a3e HU CCX nmeHun A.H. ba-
KyneBa MeTOAOM apTepuanbHOro nepeksnioveHns onepmpoBaHbl 78 60nb-
HbiXx ¢ TMA. B npocnekTnBHoe nccnegosaHue BKIOYeH 51 nayneHT, B ne-
YEeHUN KOTOPbIX aBTOP NPUHUMAN HENOCPEACTBEHHOE y4acTume.

Mo aHatomun TMA Bce getu pasgeneHsl Ha 2 rpynnbl: rpynna | — 30
(58,8%) nauymenHTtoB ¢ npocton TMA, rpynna Il — 21 (41,2%) nayumeHT cC
TMA 1 3HaunmbiM gedekToMm Mmexokenygodkoson neperopogku (AMXKI). B
| rpynne Boigenanun 2 nogrpynnel — la — 19 (37,3%) HOBOpPOXAEHHbIE [0
21 OHSA Xn3HM n 16 — 11 (21,6%) — «B3pocnble» AeTn ctapwe 21 AHSA Ha Mo-
MEeHT onepauuu (puc. 1).

21,6% 41,2%

E npocras TMA, HOBOPOKIEHHBIE
@ npocrast TMA, "B3pocibie” netu

OTMA IMXKII

37,3%

Puc.1l. PacnpegeneHune nauneHtos ¢ TMA



Y 66,7%(14 n3 21) naumneHTtoB |l rpynnbl oTMe4anucb COnyTCTBYHOLLNE

cepaeyHble aHomanum (puc. 2).

MHOXeCTBEHHble [MXKT1
@ aHomanus Tayccur-bunra

O aHomanus Tayccur-budra + KoAo

m TMA OMXTT + CIA
" 21,6%

@ TMA OMXKTT + o6cTpyKUMs BBIBOAHOIO
A otgena JIK
9.8% & TMA [INDKTT

0 npoctas TMA, HOBOPOXAEHHbIE

@ npoctas TMA, "B3pocsbie” Aem

Puc. 2. AHatomua TMA

Mo knaccudumkaumm rocnmutans Marie Lannelongue | TMn oTxoxaeHus Ko-
poHapHbIx aptepun (KA) gmnarHoctupoBaH y 62,7% nauyueHTos, lllb tvn — y
13,7% v llic Tun — y 13,7%. 3HaunTenbHO pexe (no 2%) otmeyanucs lic, llla u
IV Tunbl, a Takke nHTpamypanbHbii xo4 KA (3,9%).

Ha momeHT onepauunmn Bo3pact geten ¢ TMA konebancs ot 6 go 203
AHen (meamana 31 gH), MT ot 2,4 po 5,5 kr (meamnana 3,6 kr). Manbuunku npe-
obnapanu Hag aesodykamm 2,2 : 1,0 cCOOTBETCTBEHHO.

TskecTb cocTosiHMs BonbHbIX ¢ TMA 0O onepauum xapakrtepusoBanmu
cnepyowme nokasatenun: cteneHb HK u JIIM; pH n S,0,, noTpebHOCTL B MHOY-
3um NINE n kapgmoToHukoB; HeobxoammocTs B MBJT n BAC.

B OPUT Bcem nauyueHTam npoBOAUAN MOCTOAHHBLIA  MOHUTOPWUHT
(«Omnicare» ¢upmbl «Hewlett Packard») YCC, putma, nnetnamorpammbl,
Sp0O2, anypesa un nuBasmBHoe onpeaenexdne CAL, AL, cAL, OJIM, UBO. Kax-
Able 3 Yaca KoHTponupoanu nokasartenu pH, paO,/FiO,, PvO,, SvO..

PeHTreHorpamma opraHoB rpyaHoun knetkm n 3XO-KIT nccnegosaHune Bbl-
NONHANUCL NpWU NOCcTynneHun pebeHka n3 onepaunmoHHon n ganee 1 pas B Cy-

TKMN Unun npun yxygweHmn coCtoaHnA.



[leTn ¢ He yLunTOon rpyamMHON 1 BCE «B3POCIble» AETU B NEPBbIE CYTKM MNO-
cne koppekuuu npocton TMA nonyyanu nHdysuio gpeHtaHuna 3-10 mkr/kr/yac;
Aanee no TpebosaHuo — muaasonam 0,2-0,5 mr/kr unu FTOMK 50-100 mr/kr.

MBIJ1 npoBoannace annapatamm Siemens SV 300 u Bear 750 B pexume
KOHTPONA NO JaBfeHuto ¢ nogaepXaHnem ymepeHHoOU runepBeHTunaumn. [Ans
OLIEHKW CTerneHun LUyHTa paccyuTbiBanu oTHoweHune paO,/FiO,. Ha doHe UBIJI
14 naumeHTtam nposogmnu nHransaumio NO (11) B gose 20-40 ppm. NokasaHnsaMu
K Hadany uHranaumm NO asnanuce: 1) peavgyanbHoe NoBblleHne AaBfieHns B
MK (>0,4 ot cuctemHoro All) n HapacTawwasa HegoctaToyHocTb DK ¢ noBbI-
weHvem UBAO > 14 MM pT CT,, 3a4€pPXXKOWN XUAKOCTU B NOSIOCTHAX 2) OTHOLUEHne
paO,/FiO, < 200.

O6bem xungkoctn B 1-2 cyTkm nocne oAll orpaHnumBanu oo 2 mn/kr/yac u
c 3 cyTok yBenuumsanu 0o 3 mn/kr/yac. Kputepnamm ageksaTtHOCTU CUCTEMHOM
nepdysun cuntanun cALl He meHee 45 mm pT. CT. n nynbcoBoe Al 6onee 20 Mm
pT. CT., @ Takke cuMnTom «brnegHoro natHa» He Bonee 3 cek. n TeMmn anypesa
He MmeHee 2 mn/kr/yac. [na nogaep)xaHna 4ocTaTtodHOro TeMmna auypesa ¢ nep-
BbIX CYTOK OONOCHO HasHaydanu cypocemung (1-4 mr/kr/cyT). Npn nosiBneHuu
NPU3HAKOB 3a4epPXKKN XNOKOCTU CTUMYNUpoBanu anypes BBe4EHUEM OCMOOWY-
pPEeTMKOB, HA4YMHaNN NepuTOHeanbHbIN gManus.

OcHOBOW remMoanHaAMUYECKON MOAOEPXKKM CYMTanM CHWXEHUE MOoCT-
Harpy3kn JDK n MK ¢ muHnmanbHo goctatoyHbiM cALl. CtapToBbIMU Kapamo-
TOHWKaMN ABMSANUCH AoMaMUH 2-7 MKI/Kr/MUH 1, Npn HeobxogumocTu, aobyTa-
MUH 3-15 Mmkr/kr/MuH. C nepBbiX CYTOK HasHayanu HutpornuuepuH 0,5-2,5
MKI/Kr/MWH.

Ha doHe nHdpysmmn 2 katexonamMmHoB y 18 naumMeHTOB CcoxXpaHancs u/nnm
pasBmMBasncsa CMHAPOM HU3Koro cepaedHoro Bbibpoca (CHCB), koTopbln xapak-
TepusoBancs: nepugepnyeckum cnasmMoM C MNOMOXUTESbHLIM  CUMMTOMOM
«BbnegHoro nATHa», remogmMHamMuyeckn 3HadynmMmon Taxukapamen >180 yaapos B

MUHYTY, HapyLLEHWEM pUTMa, CHWXEHWEM Temna avypesa MeHee 1 mn/kr/yac,



aKkcTpemManbHo HU3kumu cALl (< 40 mm pT cT) n nynbcoBbiM ALl (<20 MM pT CT),
nosblweHnem OJ1M > 16 mm pT CT., MeTabonnyecknm aungo3om, BEHO3HOM Mn-
nokcemuen (pvO2 < 28 mm pT cT., SVO2 < 40%).

B atux cnyvaax Hapsgy € yBenunyeHuem [03 KapOUOTOHUKOB MCMOSIb30-
Banucb neHtamuH (14), mopduH (11), nd3 1l munpuHoH (13) B [O3€ HachI-
weHns 50 mkr/kr 3a 15 MuHYT 1M ganee B noggepxuBatowen gose 0,5-0,75
MKI/KF/MWH.

EOVHCTBEHHBIMKW NOKasaHUAMU K MHQY3uKM agpeHanuHa B gose 0,01-0,05
MKI/KI/MWUH cYMTanu CUMHOPOM KanumnsapHOW yTedkn (2) n/nnm 3Haymmyro Baso-
AnnaTaumo, B ToM ymcre Ha poHe nHdpysmm ndna Il (9).

[MoKazaHMsIMUM K CBEAEHUIO rPyauHbI ABSNNCE. cTabunbHaa reMmoanHamu-
Ka B TedeHue cyTtok (CAL 45-55 mm pt cT, UBL 6-12, S 6-12) npn cpegHux
A03ax KapauoTOHUKOB (aonaMmunH n/unn gobytammH < 10 MKr/Kr/MuUH u/vnu ag-
peHanuH < 0,05 mkr/kr/muH), paO,/FiO, > 200, Temn gnypesa > 2 Mmn/kr/yac, oT-
CYTCTBME 3HAYMMOWN 3a[EPKKN XXMOKOCTU 3a npealecTByome CyTKU, yooBre-
TBOpUTENbHblE nokaszaTtenu IXO-KT.

AP PEKTUBHOCTb Tepanum oueHMBanuM no Cpoky crtabunmsaumm remoam-
HamMukK, npogosrmkutensHoctTn VBJ1, anutenbHOCTM npebbiBaHUsS B OTAENEHUM
MHTEHCMBHOWN Tepanuun. VIHTerpanbHbIM nokasaTtenieM adeKTUBHOCTU Tepanuu
cumTanu netanbHocTb. OueHnBanun obLwyto 1 aTpmbyTUBHYIO NeTanbHOCTb, ee
CTPYKTYpY, NpOBOANIIM NOAPOOHLIM aHanuM3 CTPYKTYpbl NeTanbHOCTU B OTAESb-
HbIX rpynnax nauuMeHToB. JleTanbHOCTb pacueHMBanachb kak nocrneornepawmoH-
Hasi, ecnu cmepTb pebeHka npoucxoguna He no3gHee 30 CYTOK C MOMEHTa
ornepaTuUBHOro BMeLaTtesnibcTBa (cornacHo onpegeneHuto EACS).

MeToAabl cTaTUCTMYECKOU 0OpaboTku maTtepuanoB. CTaTUCTUYECKUI
aHanus3 NpoBOAMIICS C UCMOMb30BaHMEM NakeTa nporpamMmm ans odpaboTku
AaHHbIX Microsoft Excel 2002 (Microsoft Corp.) u Statistica 6.0 (Statsoft).

[MpusHaku, nmerwmne HopmanoHoe pacnpegeneHune (tect Lilliefors > 0,2)

NpeacTaBrieHbl Kak cpeaHee 3HayeHue + cTaHaapTHoe oTknoHeHue (M+o), B



CckoOKax ykaszaHbl MUHUMYM Y MakCMMyM BapuaumMoHHOro psaa. [Ana cpaBHeHUd
HECKONbKMX rpynn ucnosnb3oBanu Tect CTblogeHTa U ogHOMaKTOpPHbIA gucnep-
CUOHHbIN aHarnus; Ans OLUEHKM MOBTOPHLIX N3MEPEHUN — OUCMEPCUOHHbBIN aHa-
N3 MOBTOPHbIX U3MEPEHUI U NapPHbIA t-TECT; AN BbISBIIEHUS U OLEHKN CBA3U
Mexay npusHakamun — koadpduuneHT koppensauum NupcoHa.

HenapameTpunyeckne paHHble (tect Lilliefors <0,01) npeacrasneHbl Me-
ANaHoN, B CKOOKaX yka3aHbl MakCMMyM U MUHMMYM BapuauuoHHoro psaga. [ns
CpaBHEHUsA rpynn npumMmeHanu kputepumnm MaHHa-YuUTHM u Kpyckana-Yonnuca,
ANna aHanu3a MNoOBTOPHbIX U3MEPEHUN WUCMNONbL30Banu KpUTepun YUIKOKCOHA.
CBa3b Mexay npu3HakaMy OueHuBann 4Yepes Ko3PMUUMEHT KOppEensumm
CnupmeHa.

[MXOTOMUYECKMNE BapuaHTbl aHaNM3MPOBaNUCh C MOMOLLbIO KpUTEpUs X2,
ecnn abCcontoTHbIE YacTOThl OKa3blBarnMCb MeHbLUE 5, NPOBOAMICS TOYHbIA TECT
duwepa. Pasnuuus cumtanm ctaTUCTUYeckn goctoBepHbiMu npu p < 0,05.

Pe3synbTaTtbl nccnepgoBaHmsa M X oécyxaeHue

NMpeponepaunoHHbLIN Nepuon

B ctpyktype TMA cpeaun Habnwogaswmxca naymeHtoB npoctad TMA
HOBOPOXAEHHbIX cocTasuna 37,3%, npoctasd TMA «B3pocnbix» — 21,6% u
TMA OMXIT - 41,2%. Cpegn 60nbHbIX JOMUHUPOBann (68,6%) MmanbYumKu.

[pynnbl HOBOPOXOEHHbLIX U «B3pOCSbIX» AeTen ¢ npocton TMA crtatuctu-
YeCKn JOCTOBEPHO pasnuyannck Tonbko no sospacty (14,8+4,4 aoH. n 40,2+14,4
AOH., p<0,0001), MT (3,3 kr u 3,8 kr, p=0,0025) n yactoTe passutna JII' (15,8% wn
54,5%, p=0,04). BospacT naumeHToB ¢ npocton TMA 6bin1 cTaTucTnieckn goc-
ToBepHO MeHbLle (p=0,0001), yem geten ¢ TMA OMXI1 (19,2 n 75,7+42,8 OH).
Y Hux cywectBeHHO 4Yaule (p < 0,0001) pasBuBanocb KpUTUYECKOe COCTOSAHUE
(90,0% un 9,6%) n gocrtosepHo pexe (p=0,0001) Habnoganack JIIT (6,7% wu
57,1% cooTBeTCTBEHHO). Y nauueHtoB ¢ TMA OMXI1 ctapwe 3 mecsiueB
(28,5%) k momeHTy onepauun JII' passumBanacb B 100% cny4aes, y Oeteu

MnafLe aToro Bodpacta Tonbko B 40% (p=0,019).
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B kputnyeckom coctosHUM noctynanu unun gasanu ero passutme 27 ns 30
aeten | rpynnbl. B aTon cBA3n 6annoHHasa aTpMcenToCcTOMUS SKCTPEHHO MPOBO-
avnack y 12 naumeHToB U elle y 4 n3 7 nocne HeadpekTUBHOW Tepanuu Basa-
npocTaHoM. KpuTepusam HecTabunbHOCTU COCTOSIHUA A0 onepauuu oTBevanu 2
nauuneHTa, Tpebosasme VBJ1 1 nHpysumn gonammHa > 6 MKr/Kr/MUH nnn gByx
MHOTPOMHbIX NpenapaTos.

Mo pesynbtatam IOXO-KIT HOBOPOXAEHHbIE U «B3POCHblE» MaUUEHTbI C
npocton TMA poctoBepHO pasnuyanuck (p=0,021) Tonbko no WDKK
(1,73£0,36 u 2,0£0,3). Y naumeHToB Il rpynnbl No cpaBHEHUO C | rpynnow
oTMeYanucb goctoBepHo Bonee Bbicokme nokasatenu KOOJXK (p < 0,0001) —
68,1+18,6 mn/mM* 1 38 mn/m?, UMMITXK (p=0,0002) — 76,4 + 12 r/mM* 1 48 r/m* 1
bonee Huskne 3HadveHna WPIDK (p=0,0035) - 1,26 u 1,83 0,38
COOTBETCTBEHHO. Y naumeHToB Il rpynnbl goctoBepHo uYawe (p=0,019)
oTMevanocb pacwumpeHue J1A 6onee 2,5 z-score — 28,6% un 3,3%.

OnntenbHocTb UK Gbina goctoBepHo 6onbwie (p=0,009) y naumeHToB Il
rpynnbl NO CpaBHEHUO ¢ geTbMmu ¢ npocton TMA (192,5£32,1 un 165,5+17,9
MUH). [OnuMTenbHOCTb nepexaTus aopTbl Takke Oblna AOCTOBEPHO AosibLue
(p=0,005) y naumeHTos Il rpynnbl (129,1+27,6 n 105,7+14,8 MUH COOTBETCTBEH-
HO). Hamn ycTaHOBNEHO oTpuuaTeribHOe NPOrHOCTUYECKOE BIIMSIHWE ANUTESb-
HocTn WK 6onee 200 muH (p=0,0135), 4To cornacyetcs ¢ ApyrMmu nccnegoBa-
Huamn (Kirklin J. et al., 1992; Lupinetti F.M. et al., 1992; Daebritz S. et al.,
2000). Kpome TOro, Mbl ycTaHOBUNKN OTpuLaTernbHOe NPOrHOCTUYECKoe 3Hade-
HWe rpagueHTa mexay LeHTpanbHoOU 1 nepudepuyeckon Temnepartypom > 2,5°
K MOMEHTY 3aBepLueHus onepaumm (p=0,0024).

YacTtoTa nepBUYHOro OTMIOXEHHOro ceegeHusa rpyauHel (MOC) B | n I
rpynnax He pasnu4yanacs (p=0,56) n coctaBuna 66,6 n 57,1% cooTBETCTBEHHO.

NocneonepaunoHHbIN Nepuoa y naumMeHToB | rpynnbl

HepocTtatouHocTb JIXK aBnsnacb OCHOBHbIM OCMOXHEHWEM, Onpeaesisto-

MM TeYeHMe nocreonepaLnoHHoro nepuoaa y naumeHTos | rpynnbl. Kputuye-
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ckag HepocTtaTtodHocTb JDK Habnoganacek y 33,3% pgeten ¢ npocton TMA un

Gbina BblpaxkeHa cpasy npu noctynneHnn B OPUT unu paseuBanach B nepBble

3-9 yacos nocne oAll. Hanbonee paHHMM npegukTtopom aekomneHcauuu JDK

asnsanocb nosbiweHne OJIMN oo 12-14 mm pT. cT 3a 3-9 yacoB OO0 Kpusuca
(p=0,0048), conpoBoxpgatuieecss cHmxkeHnem OBJDK (28-32% wn 44-50%,
p=0,0445) n gnypesa (1,84+0,84 u 6,4%+4,8 mn/kr/vyac, p=0,0143). Ha BaxXHOCTb
nogaepxanua OJIM < 10-12 mMm. pT. CT. yKkasbiBatoT Brown J.W. et al. (2001);
Duncan B.W. et al. (2004); DiNardo J.A. et al. (2005). [lnHamnka nokasaTteneu

CHCB y nauneHTOB 1 rpynnel NpencTtasneHa B Tabnvue 1.

Tabnuua 1

IuHamuka nokaszatenen CHCB y nauyueHToB | rpynnbl (n=10)

[NokasaTtenb [lo Kpuaunc Bbixopg, p

YCC, ya/MuH 149,5+12,3 189+5,6 162,8+7,2 | 0,0008*
(135-165) (177-197) | (153-175) | 0,0007°

CA[, Mm pT. CT. 66,5+6,5 50+4,3 61 0,0008"
(61-75) (45-59) (54-65) | 0,0051*
cAl, MM pT. CT. 50,5+2,6 39+3,9 46,2+3,8 |<0,0001"
(47,7-53,7) (34-46) (40-51) | 0,0007°

ONM, MM pT. CT. 13 19 11 0,0069°
(12-14) (17-24) (11-16) 0,005"

LIBM, MM pT. cT. 8 8,6+2,7 7 0,6241°
(7-8) (4-12) (5-10) 0,2135*

paO,/FiO, 402,8+46,3 294+135,9 | 348+84,9 | 0,2913!
(345-452) (112-378) | (230-431) | 0,6226°

PH 7,51+0,11 7,42+0,09 | 7,48+0,14 | 0,0925
(7,36-7,61) | (7,33-7,52) |(7,29-7,61) | 0,7951°

SvO,, % 62,5+13,4 51,342 55 0,5343!
(53-72) (49-53) (53-84) | 0,6453°

Hunypes, mn/kr/vac 6,4+4,8 1,39+0,77 2,3+1,29 | 0,0284"

(3,3-14,1) (0,5-2,7) (0,54-3,8)

A W DN P

- NapHbIn kKputepun CtblogeHTa (NOCTYNNEHNEe-KPU3nC)
- KpuTEepuin YUnkokcoHa (nocTynsfieHne-Kpuauc)
- NapHbIn Kputepun CTblogeHTa (KpU3nc-Bbixon)
- KpuTepuin YUnkokcoHa (Kpusnc-Bbixon)
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Bce 6onbHble ¢ gekoMneHcMpoBaHHOW HegocTaTovHOCTbO JIXK ¢ MOMeEH-
Ta OKOHYaHWUA onepaumm Ha NPOTSXKeHuM 1-12 yacoB nosnyvann MHQY3n amd-
PEHOMUMETUKOB, HUTPOrnuuepuHa n 60nCHO — BaszogunaTaTopbl, 6e3 oTBeTa
Ha yBenuyeHune o3bl. Ha aTtom ¢oHe HasHaveHne nd3 Il npnBogmno K Boc-
CTaHOBJIEHUID reMOANHAMMKN U BbIXO4Y U3 KPUTUYECKOro coctosiHusa y 8 n3 10

(80%) nauuneHToB (pUc 3).
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BpeMs, 4achbl

Puc.3 N'emognHamuka Ha poHe nHdysnm nda lll.

Ha doHe mHpy3um nd3 lll, npy ynydweHnn coCTosaHUSA 6OSbHbIX K MCXO-
ay 1 4vaca posa gonamuHa cHwkanacb ¢ 10,3t1,7 po 5,8+1,7 MKr/Kr/MuH
(p=0,0069), agpeHanuHa ¢ 0,1+0,02 oo 0,05+0,01 mkr/kr/muH (p=0,0029) n oT-
MeHsInacb UHQY3na gobytamuHa (puc.4 ).

[MocneonepauMoHHbIN NepUos Yy «B3pOCSIbIX» NauneHTosB ¢ npocton TMA,
MO CPpaBHEHUIO C HOBOPOXAEHHbBIMW, XapakTepusoBarica bonee TsxenbiM Teve-
HWEM: OHM CTaAaTMUCTUYECKM OOCTOBEpHO Yalle passumBanun CHCB, TpeboBanu
HasHayeHus ndO3 Il (54,6% un 20,1%, p=0,0419), NMNOC (63,6% wn 15,8%,
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p=0,0147), Hyxxganucb B 6onee anutensHon UBJ1 (4,0 n 2,8 gH, p=0,0122) u
Tepanun B OPUT (5,5 n 3,0 gH, p=0,0033). B yactHocTn, NBJ1 6onee 3 oHen
notpeboBanacb 60% «B3pocnbix» geten n 18,7% HOBOPOXAEHHbLIX C NPOCTOMN
TMA (p=0,046), npebrbiBaHne B OPUT 6onee 5 aHen 50% un 6,5% cooTBeTCT-
BeHHO (p=0,0184). AHanoruyHble AaHHble Moslyd4eHbl B uccrnegosaHuax Davis
A.M. et al. (1993); Foran J.P. et al. (1998) n Kang N. et al. (2004).

1,24

0,84

0,6+

MKT/MK/MUH
MKT/MK/MUAH

0,4+

0,21

0 Hocne 10 Hocue

El nonamux O nobyramue M agperamiH MIEPJIMHTaHAT [0 npumaxop

Puc. 4 JuHamuka kapgmMoToHn4eckon nogaepkkn Ha ooHe ndaa lll.

NocneonepaunoHHbIM Nepuoa y naumeHToB |l rpynnbl

Mpn noctynneHun B OPUT knnHuka CHCB Habntoganack y 19,0% geten
c TMA OMXIT v passmBanacb B nepsble cyTkn ewe y 19,0% 6onbHbIX. JIIT n
HegocTtaTto4HocTb XK B nocneonepaunoHHOM nepuoge otmedyanucb y 28,5%
NaumeHToB N CTaTUCTUYECKN 3Ha4YMmo Yauwe (p=0,0017) y naumeHTOB CcTapLe 3
MecsLEB No cpaBHeHUo ¢ mnagwmmm (83,3% mn 6,7% COOTBETCTBEHHO).

MauneHTbl, passusBwmne knNnHUKY CHCB, no cpaBHeHWto ¢ naumeHTamu
6e3 ero NnposiBNeHnn MMenNu ctatucTndeckn saHaymmo Huskoe CA[L (p=0,0438) n
cAl, (p=0,020), a Takke nosbiweHne LIBO (p=0,0011). B atoT nepuog cratu-
cTudeckn 3Hadnmo (p=0,033) cHmkanocb oTHoweHue paO,/FiO, ¢ 250,0+£118,2

0o 58,5. OTMeyeHHble HapyLLIeHNA He CONPOBOXAANUCb CHUXXEHNEM anypesa n
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3agepxxkom xngkoctu (tabn. 2).

Tabnuua 2

MNMokasaTenu remoauHaMuku 1 ruapobanaHca y nauneHTos |l rpynnbl

npwn noctynnexHnn 8 OPUT

[NokasaTenb Bcero CHCB be3 HCB P
(n=21) (n=4) (n=17)
YCC, ya/MuH 148 151 148+7,8 |0,3677"
(135-180) | (145-180) | (135-157)
CA[l, Mm pT CT 75+13,6 | 64,2+7,8 | 80,5+12.8 |0,0438°
(58-98) (58-75) (61-98)
OAL, Mm pT CT 40,2+9,2 3345,7 43,7+#8,6 | 0,050°
(27-53) (27-40) (31-53)
cAll, Mm pT CT 51,9499 | 43,4+46 | 56,1+9,1 | 0,020°
(39-68) (39-48) (42-68)
OJ1, MM pT T 8 8+1,4 9,1+41,7 |0,2828"
(7-12) (7-10) (7-12)
LIBA, mm pT CT 8,62,4 14,0+2,2 7,9+22 |0,0011°
(7-12) (11-16) (5-11)
Awnypes, mn/kr/yac 5,4+3,8 2,6x2,0 6,9+3,8 |0,0670°
(0,7-12,5) | (0,71-4,9) | (2,3-12,5)
BanaHc, mn/kr -2,5+3,6 -0,48+2,1 -3,6 0,3676"
(-8,2-2,1) | (-2,9-2,1) | (-8,2-0,78)

'~ kputepuit MaHHa-YutHu

? - kputepuii CTbiogeHTa (ABYCTOPOHHWIA)

Bce naumeHTbl ¢ gekoMneHcnpoBaHHOM HepocTtaToyHoCcThio K npu no-

ctrynneHun B OPUT nmenun ctaTucTUyeckn 3Haymmo Oornee BbiCOKOe pesunay-
anbHoe pasnerHue B DK (71,5+30,8 mm pt1. cT npotmB 41,6+7,7 MM pT. CT.,
p=0,022) n oTHoweHne OIMK/OJPK (0,98+0,41 npoTtue 0,51+0,07, p=0,0066)
Nocre OKOHYaHus onepauumu.

B nepsble 2 yaca nocne oAll uHranauma NO Obina HayaTa nayuMeHTam c
KNWHUKOWN OeKoMMeHcnpoBaHHOM HepocTaTtodHocTn XK (3), a Takke npeBeH-
TUBHO — MauueHTam ¢ aHomanuen Tayccur-buHra n koapktaumen aoptbl (3).
Nuranauma NO (II) B gose 20-40 ppm y naumeHToB ¢ KnnHukon CHCB He npwu-

Beria K YMeHbLUEHUIo nNposaBrieHnt HegoctaTtoyHocTn XK (Tabn. 3).
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Tabnuuya 3
OtBeT Ha Tepanuto NO B gose 20-40 ppm y naunmeHToB, NOCTYNUBLUMX C

KpuTnyeckon HegoctaTodHocTbio K (N=3)

Uepes 2 yac nocre Ha- p
[MokasaTenb o NO yana uHrangumm NO | (YWUNKOKCOHA)
paO,/FiO, 58,5 (50-125) 68 (48-87) 0,2851
SvO, 48 (45-83) 51 (43-77) 0,6573
CAL 64,2+7,8 (58-75) 67,4£12,3 (55-82) 0,5835

Y 3 nauneHToB pas3BUICS NEroYHbIN rMNepPTEeH3NOHHbIN KpU3 Yyepes 12-34
Yyaca nocne oAll. NyckoBbiM (pakTOpOM ero siBunacb caHauus Tpaxeu n Bepx-
HUX OblxaTenbHblX NnyTen. [Npn aHann3e nokasaTtenen reMmoanHaMmKn yCTaHoB-
NeHo, YTo 3a 2-4 Yaca [0 Kpusuca, permctpmpoBanucb bornee BbICOKME 3Ha4e-
Hua OJ11 (9,0 mm pt. cT npotme 6,0+1,2 mm pT.cT., p=0,0444), UBL (9,5 mm pr.
CT. npoTuB 5,6£1,1 mm pT. cT, p=0,0347) n cHmxKanca Temn guypesa c 6,9145,3
mn/kr/vac go 2,9 mn/kr/yac (p=0,0221).

MegunaHa gnutensHoctn UBJ1 y naunentoB ¢ TMA OMXI1 coctaBuna 3
(1-5 gHen), megmaHa anutensHocTn npeboiBaHnsa B OPUT — 4 gHa (2-14 gHen).
MBIl He Bonee 3 gHen npoposmkanack y 62,5% neten, Tepanma B8 OPUT He 6o-

nee 5 gHen —y 75% peten.

Ucxoabl n cpakTopbl pucka

Ob6uwas neTanbHOCTb Cpean onepupoBaHHbIX AeTen coctasmna 17,6% (9
n3 51), atpmbytmneHasa 11,8% (6 ns 51). B | un Il rpynnax He oTMeYeHOo CTaTUCTU-
Yecku 3Ha4MMbIX pasnuyuun (p=0,41) B obwen (13,3% n 23,3%) n aTpndyTns-
Hon (p=0,21) netanbHOCTU (6,7% 1 19%). Y HOBOPOXAEHHLIX N «B3POCHbIX»
naumeHToB ¢ npocton TMA netanbHOCTb He pasnuyanack: 15,8% u 9,1% co-
oTBeTcTBEHHO (p=0,9). ATpMbyTMBHAA NeTanbHOCTb Y HOBOPOXAEHHbIX C MpPO-
cton TMA coctasuna 5,2% n y «B3pocnbix» — 9,1% (p=0,6069) n 6bina oby-

crnosrneHa HegocTtaTtodHocTblo JIXK Ha 3 1 4 oeHb nocre onepaunu.
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Y naumentoB ¢ TMA OMXXI1 BeisiBneHo gocrosepHoe (p=0,01) nosbliwe-
HMe orepaunoHHOW neTanbHoCTU ¢ 6,7% y geten mnagwe 3 MecsiueB OO
66,7% y naumeHToB cTapwe 3 MecdueB. ATpnbyTnsHasa netanbHoCcTb nNpn TMA
AMXITT Habntoganacb ToNbKO y AeTen cTaplle 3 MecsLeB XU3HU, CoCTaBnsna
66,7% (p=0,0025) n 6bina obycnoeneHa y 3 NauyuveHTOB He4OCTaTOYHOCTLHO
npasoro xenynodka u JII Ha 1,2 n 4 cyTkn nocne onepauum 1 'y ogHoro Ha 5
CYTKM OCTPOM KOPOHApPHOW HeOOCTaTOYHOCTbiO. B Hawumx HabnogeHusx atpu-
ByTuBHas netanbHoOCcTb B 66,7% (4 13 6) Obina obycnosneHa 6onbHbIMM ¢ TMA
OMXTT ctapwe 3 mecdaueB XWU3HKW, Toraa Kak B OCTanbHOW rpynrne OONbHbIX
aTpubyTnBHaga netanbHOCTb coctaBuna 4,4% (2 ns 45).

[MpeacTaBneHHble pesynbTaTbl NPUHLMNKANIBLHO HE oTnu4aroTcsa oT 6onee
KPYMnHbIX, B TOM YuCrle U MHOIOLEeHTPOBbLIX, nccregosaHun (Foran J.P. et al.,
1998; Williams W.J. et al., 2004; Kang N. et al., 2004). B nocnegHue rogbl ne-
TanbHOCTb B rpynne HOBOpoOXaeHHbIX ¢ npocton TMA cocTtaensiet 8,3-5,5%, a 'y
«B3pocnbIx» — 3,8-2,7% (Planche C. et al., 1998; Haas F. et al., 1999; Sarris
G.E. et al., 2006). [lokazaHO cHWXeHue YacToTbl JIIM 1 neTanbHOCTN y AaeTen ¢
TMA OMXIT po 5,0-9,3% npw BbinonHeHnn oAll fo sBospacTta 2 mec (Serraf A.
et al., 1998, Wetter J. et al, 2001; Duncan B. et al., 2004).

[oonepaunoHHas HeCTabunbHOCTb sIBUSachk 3Ha4YMMbIM PaKTOPOM pucka
netanbHoro mcxoga (p=0,028). 310 AaHHbIE COrnacyTcsa C UCcnegoBaHUEM
Brown J.W. et al. (2001) oTmeTuBLLIMM Bosiee BbICOKYH (27,6%) onepaunoHHYyo
CMEpPTHOCTb Yy Takmx naumeHTos (p=0,01).

dakTopamMn pucka pasBuUTUA OeKOMNeHCMpoBaHHOW HegocTaTovHocTu JDK
y neten ¢ npoctonn TMA nocne oAll asnanuck: goonepaunoHHble KOOJDK < 36
Mn/m? (p=0,002), NDJTK = 2 (p=0,0017) n KTU < 62,6% (p=0,0012). C aTmm
pe3ynbTaTamu cornacyrTca gaHHble Lacour-Gayet F. et al, 2001; Kang N. et
al., 2004. lNMpeanktopamn cmepTn ot HegoctaTovHocTU JIXK asnsnuce OJ11 60-
nee 14 mm pt. cT. (p=0,0392), coxpaHsitowanca Taxukapaus (p=0,04421), CA
< 60 MM pT. cT. (p=0,0392) n Temn anypesa < 2 mn/kr/vac (p=0,0428).

17



OpHoBapuaHTHbIN aHann3 akTopoB pUcka CMepTU Mocre aHaToMu4ye-
ckon koppekunn TMA OMXIT1 nokasan 3Ha4MMoCTb Bo3pacTta > 3 MecsdueB Ha
MomMeHT onepauumn (p=0,0063), onameTtpa JIA 6onee 2,5 Z-score (p=0,0024) un
Hannumne mMHoxecTtBeHHbIX [MXKIT (p=0,0040). CxoaHble pe3ynbTaTbl NofyyeHbl
N B Opyrux, B TOM YMCIie MHOIOLEHTPOBLIX, nccrnenosaHmax (Day R.W. et al.,
1992; Lupinetti F.M. et al., 1992; Sarris G.E. et al., 2006).

CHCB B 6nvxanwem nocneonepaunoHHOM nepuoae passunca y 18 nsa 51
nauuneHToB (35,3%), n3 Hux y 2 geten npminHa CHCB okasanacb Hekypabenb-
How (nepernd MNKA, JII IV no Xuty-Oasapacy). NHdyausa nd13 Il nposogmnach
y 13 (72,2%) naumenTtoB ¢ CHCB 1 okasanacbk adpdpektnsHom B 76,9% cny4daes.
HeadbdektnBHoctb Tepanun ndad Il 6bina obycrnoBneHa aHaTOMUYECKOM
npuynHon CHCB (1), nnbo no3gHum ee Ha4varnowm (2).

OpaHohakTopHbIN aHann3 nokasar, YTo OTCYTCTBME WM NO3AHEE Hayano
MHGy3un ndO3 1l y naymeHtoB ¢ CHCB sBnaeTca aktopom pucka paHHen
cmeptn (p=0,0004). HebnaronpuaTHbLIMX MNPOrHOCTUYECKUMUN (pakTopamMu Ha
MOMEHT nocTynneHna asnsatTtcs: knmHnka CHCB c¢ (p=0,0249), Temn anypesa
< 2 mn/kr/Hac B TedyeHune = 4 vacoB (p=0,0128), nporpeccupyowiasi 3agepxka
xunakoctn (p=0,0002) n paO,/FiO, < 1,0 (p=0,0429). CtatTUCTUYECKN 3HAYNMbI-
MW MpeavkTopaMm CMepTU oKasanucb: OTCYTCTBME OTBeTa Ha Tepanuio nd[3d
[l (p=0,0031) n NO (p=0,0083) B Te4yeHune = 4 yacoB, cHmKeHne cALl < 45 mm
pT. cT. (p=0,0095) n cTonkoe MNOBbILEHNE OABIEHNA HAMOMHEeHUa npeacepann
6onee 12 mm pT. CcT. Mbl HE YCTAaHOBUIM BANSIHUS HA BbPKMBAEMOCTb AeTen no-
TpebHocTK B napannensHon nepdysum (p=0,083), undysum nda3 Il (p=0,18)
N neputoHnansHoro gnanunsa (p=0,07).

®BJXK Ha dooHe Tepanuu nd®L3I 1l kK KOHLY nepBbix cyTOK nocne oAll cTa-
TUCTMYeckn goctoBepHo (p=0,0445) noBblwanachb y BbDKUBLUMX MO CPaABHEHUIO
C nauueHtamu, B ganbHeunwem ymepwmnmm (45% mn 30% cooTBETCTBEHHO). ITU

pasnunyna ewe 6onee Hapactanu (p=0,0326) B nocnenyowme 24 yaca (puc. 5).
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p=0,0076
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NOCTyILICHHUE KpH3HUC 24 4qaca 484acos
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PucyHok 5. InHamnka BJ1K y naumentos ¢ CHCB.

B nepsble 3 cyToK rpyanHa Obina ceegeHa y 80% geten | rpynnbl n 81% —
Il rpynnbl. MoTpebHocTb B [OC = 3 cyTok nocrne oAll saBnsnack CTaTUCTUYECKU
3HaYMMbIM NPEANKTOPOM HEDBNAronpUATHOro Ucxona TOSbKO Y HOBOPOXAEHHbIX
c npocton TMA (p=0,0011). lNo AaHHbLIM MHOrOLIEHTPOBOrO MCCregoBaHUA
Sarris G.E. et al. (2006) oTnoxeHHoe cBefeHne rpyanHbl ABSETCS 3HaYMMbIM
dbakTopOM pucka neTtanbHOro ncxoga nocrie oAll.

OnuntenbHocTb VIBJ1 y BEKMBLUMX MaUMEHTOB CTAaTUCTUYECKN He pasnnya-
nacb (p=0,82) n He npesbiwana 3 gHen y 65,4% nauueHTos | rpynnbl 1 62,5%
nauuneHTos Il rpynnel. CpegHss npogormkutensHocTb MBJT B 06enx rpynnax co-
ctasuna 3 gH4a (1-7 gHen).

BbiBO[bl
1. OCHOBHbIM OCIOXHEHMEM MOCHe aHaTOMUYeckon koppekumn npocton TMA
aBngaeTca HegoctaTodHoCTb JIK, pasBmBatowiascs B nepsble 3-4 yaca, a TMA
AMXT1 - pesngyansHaa JII' n HegoctaTtodHocTb K B nepsblie 12 yacos no-
cne onepauuM u/vnn Hadana camMoCTOSTENbHOro AbixaHus. lNpeamkropamu
aekomneHcaumn JOK aBnsatotcs ctonkoe nosbiweHne AN go 12-14 mm pTt CT
N CHWXeHue anypesa meHee 2 mn/kr/yac, a XK — LBl 6onee 14 mm pT CT.,

AJ11 6onee 10 MM PT CT U CHWXXEHWE TeMMna anypesa meHee 2 mn/kr/yac.
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. ®akTopamn pucka pasBUTUA OCTPON CepaeYHON HeOoCTaTOYHOCTU nocne
aHaToMmn4deckon koppekumn npocton TMA sBnaiTCca goonepaumoHHble 3Ha-
yeHus KOOIMK meHee 36 mn/M?, UDITK = 2 n KTU meHee 62,6%, a npu TMA
OMXKIT — BospacT Ha MoMeHT onepaunn bonee 3 mecaues, anameTp J1A 6o-
nee 2,5 Z-score, Hann4me MHoxectBeHHbIx OMXKI1.

. MNokaszaTenamu agekBaTHOro cepaeyHoro Bblbpoca y naumMeHToB nocrie ore-
pauum aptepuanbHoro nepekntodeHus aenstca CAL 6onee 60 mMm pT. CT.,
cAl 6onee 45 mm pt ct, IJIM n UBL meHee 12 mm pT CcT 1 anypes 2-3
mn/Kr/yac.

. PaHHee HasHaueHne nd[3 Ill y nauneHToB ¢ HegocTtaTtoyHocTbio JIXK 1 XK
nocrne onepauuu apTepuanbHOro nepeknioyeHnss goctosepHo (p=0,0004)
CHWXaeT neTanbHOCTb OT OCTPOW cepaeyHON HeQOCTaTOYHOCTM.

. B ctpyktype atpmbyTtnsHom netanbHocTn 66,7% npuxoamtcs Ha BOMbHLIX C
TMA OMXXI1 crapwe 3 mec. xu3Hu. B rpynnax naumeHTtos ¢ npocton TMA un
TMA OMXI1 mnagwe 3 Mec. XunsHn atpubyTnBHasi netanbHOCTb He pasnu-
Yanacb 1 coctaBuna B cpegHeM 4,4%. daktopamu pucka CMepTU ABMSIOTCS:
aoornepaumoHHas HectabunobHocTb, VK 6onee 200 MyH, rpagmeHT LeHTpanb-
HOW 1 nepudepunyeckon Temnepatypbl 6onee 2,5C, a npegukropammn — oOT-
cyTctBme otBeTa Ha Tepanuio L3 1l 1 NO B TeyeHne 6ornee 4 yacos, Ha-

pacTtatowlee cHmwkeHne AL n OJ11 6onee 12 mm pT. CT.

NMPAKTUYECKWUE PEKOMEHOALIUU

. OnepatmBHyto koppekuuto npocton TMA uenecoobpasHo nNpoBoauTb B nep-
Bble 2 mecsua, a TMA OMXI1 - He no3aHee 3 MEeCSLIEB XU3HW.

. MaumeHTam ¢ npocton TMA, y KOTOpbIX goonepaunoHHble 3HavyeHnss KOOJDK
MeHee 36mn/M%, UOITK = 2 n KTU meHee 62,6%, a Takke getsm ¢ TMA
OMXKIT B Bo3pacTe cTtapwe 3 MecsueB Wunn ¢ HanmymemM MHOXECTBEHHbIX
OMXKT1 nokaszaHo npeBeHTUBHOE Hadano tepanun L3I 1l ¢ nepBoro yaca

nocne oArll. Tepanuio MUIIPUHOHOM PEKOMEHOYETCHA Ha4YnHaTb C 4O3bl HaCbl-

20



weHunsa 50 mkr/kr 3a 10 MuHYT ¢ nocrneaytowen nHgysmen 0,5 MKr/kr/MuH.

. Y HOBOPOXOEHHbIX U rpyaHbIX geten nocne oAll pekomeHOyeTcs nogaepu-
BaTb MMHMMArbHO LOCTATOYHbLIN U Be3onacHbin ypoBeHb CA/LL Bbiwe 60 MM
pT. cT., cAll- 45 mm prt.cT., AJII He Bonee 12 Mm pT. CT. C HA3HA4YEHUEM [0-
namMuHa 2-7 MKr/kr/MuH 1 gobytpekca 3-15 MKr/Kr/MyH, orpaHnyeHmnemMm obbe-
Ma Xnakoctn oo 2 mn/kr/yac, HasHavyeHnem doypocemuaa 2-4 mr/kr/cyT.

. Ctorkoe B TedeHne 1-2 yacos nosbiweHne OJ1M 6onee 12-14 mm pT. CT. y
naumeHToB ¢ npocton TMA Ha dpoHe MHY3MM OBYX KaTexonamMunHOB cBUae-
TeNbLCTBYEeT O HEA((EKTUBHOCTM NPOBOANUMOWN Tepanun U ABMSEeTCH nokasa-
HMem K Havany uHdysmm ndao lll.

. H(py3na agpeHannHa nokasaHa B cnyyasix BblpaXXeHHOro CUMHZApoMa Bas3o-
annatauumn Ha dooHe BeegeHns dOO Il n cuHgpoma KanunnapHom yTeuKu.

. MNpennoxeH NPOTOKOST MHTEHCUBHOW Tepanuu Yy HOBOPOXAEHHbIX U rPYaHbIX
AeTen nocne onepauun apTepuanbHOro nepeksitoveHns, KOTOPbIN PeKOMEH-

AyeTCsl UICNONb30BaThb B KapAMOXMPYPruyeckmx LeHTpax Poccun.
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Cnucok cokpalwieHum

ALl — apTepnanbHOe gaBneHue
OAL — anactonuyeckoe ALl
IJIMN — naBneHne B NeBoM npeacepaumn
OMXKI — nedekT mexekenygo4koBon Neperopoakm
MK — nckycctBeHHoe KpoBoobpalleHne
NMMMITK — nHgekc maccel Mmokapaa JIK
NOJXK — nHagekc popmbl JIK
nda3 Il — nurmbutop docdoamnactepassi lli
KA — kopoHapHast apTepus
KoAo — koapkrauus aopTsl
KOOJIXK — KoHeYHbI anactonmyeckmn oobem JIK
J1A — neroyHas aptepus
JII — nero4yHas runepTeH3ns
JOK — neBbIn xenygo4yek
oAIll — onepauma aptTepuarnbHOro nepexkntoyYeHns
MK — npaBbin xenygovek
MOC — nepBUYHOE OTNOXEHHOE CBeAEHME rpyauHbl
CALl — cuctonunyeckoe All
cAlLl — cpegHee Al
CHCB — cnHapoM HM3KOro cepae4vyHoro Bbibpoca
TMA — TpaHcno3numa marmctparbHbIX apTepun
LIBL — ueHTpanbHOe BEHO3HOE OaBneHue

UCC — vacTtoTa cepaeyHblx CoKpaLLleHUin
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