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HAKO HETIOCPEACTBCHHAS S((PEKTUBHOCTD U OTIAJICHHBIC HCXOMBI
UCT ocrarorcst ¢1ab0 MPOTHO3UPYEMBIMHE, BCIICACTBUE HATTMYHS
IpynIsl OOJIbHBIX C pepaKTEPHBIM TEUEHUEM, PUCKA PELIUANBOB
Y KJIOHaJbHOU TpaHcdopmarmy AA. DTO B CBOO OUepe/Ib JIeaeT
aKTyaJIbHOW 3aJlauy paHHeH MACHTHU(HKAIUK OOJNLHBIX C HeOla-
TONPUATHBIM IIPOrHO30M M MOKa3zaHUAMHU 11 nposefeHus TKM
OT HEPOJCTBEHHOro JoHOpa. Llenb ucciaenoBaHus — BbIABICHHE
KIMHUYECKHUX W JTaOOPaTOPHBIX MPEIUKTOPOB TEMATOIOT HIECKO-
ro orBera (I'O) u oTnaneHHBIX UCXOM0B y OOJBbHBIX AA, moiy-
yarorux UCT.

Mamepuanst u memoowt. B perpocniexkriroe (1994-2005)
1 pocneKkTuBHoe KoroprHoe (2005-2012) uccnenoBanust BKIIIO-
yeHbl 230 OonbHbIX AA (131 nun Myskckoro u 99 >xeHCKOro
moJia) B Bo3pacte ot 8 mec 710 69 siet (Meauana Bo3pacta 21 ron).
CornacHo cTanaapTHbIM KputepusM Hetspkenast (HTAA), tsoke-
nast (TAA) u cepxrsikenas (CTAA) AA umenace y 79, 96 u 55
OOJIBHBIX COOTBETCTBEHHO. KIIOH mapokcu3mManbHOI HOYHOM Te-
mornobunypun (ITHI') no Hawana neuenus omnpenensiics y 113
(58,5%) u3 193 obcnenoBanHbix OosbHBIX. KoMOuHMpOBaHHAs
UCT nposenena y 185 (80%) OOMBbHBIX, B TOM YHCIIE C TIOBTOP-
HeiMU Kypcamu ATT (n = 45), monotepanus LlcA —y 45 (20%).
I'O ouenuBaiu cormacuo kputepusam B. Camitta (2000). O61ryto
1 CBOOOJHYIO OT Hey[ad Je4eHHs (CMepTh, OTCYTCTBHE OTBETA
Ha UCT, peunnus, KiioHaIbHas TpaHc(HOpPMAalKs) BBDKUBAEMOCTD

aHanu3upoBaiy 1o merony Karutana—Maiiepa. [loreHnmanbHble
npenukTopsl 'O 1 BEDKUBAEMOCTH aHATM3UPOBAIH C TIOMOIIBIO
perpeccun Kokca.

Pesynomamot u oocyncoenue. K MOMEHTY NPOBEICHUS aHa-
nu3a ['O Obu1 oneHeH y 208 GosbHBIX. YacTHuHAs peMHCCHS
(obumit orBer) Obula MHAYHMpOBaHa y 152 (76%) OonbHBIX, B
TOM 4YHCJIe C JAJbHEUIINM JOCTH)KEHHEM ITOJHON peMUCCHU Y
62 (30%). B mpocneKTHBHOM HCCII€I0BaHUN B KaY€CTBE HE3aBH-
CUMBIX NpeauKTopoB noctmxenus 'O kak nocne 1-if, Tak u 2-i
nuand UCT maentuduuupoBansl Hamuuue kioHa [THI u abco-
JIFOTHOE KOJTMYECTBO PETUKYIONUTOB. [Ipn Menane HaOmoneH s
JKMBBIX MALIUEHTOB B 49 Mec BEpOSTHOCTH OO U CBOOOIHOM
OT Hey/a4 JIeYeHUs BBDKUBAaeMOCTH B TeueHue 10 jieT cocraBuia
79% u 32% cooTBeTcTBEeHHO. BnusiHue crenenu tsxkectu AA Ha
OOIIYI0 BEDKMBAEMOCTh HUBEINPOBAIOCH B OTJAJICHHBIN EPHUO/L.
OTMeueHa OTYeT/IMBas TEHACHIMS K 0ojiee BBICOKOW 4acToTe He-
yaau jedenus: y 6onpHbIX ¢ HTAA. KymynsaTuBHas yactoTa pas-
Butrst MJIC/OMUJI B Teuenue 10 net nocne Havana UCT cocra-
Buna 7,5% npeuMyiiecTBeHHO B rpymne 0onabHbix HTAA.

3axniouenue. Pe3ynbraThl TPOBEIECHHOTO HCCIICIOBAHUS
CBUJICTEIILCTBYIOT O BO3MOYKHOCTH ITPOTHO3MPOBAHUS HENOCPE]I-
CTBEHHOM 3()(PeKTUBHOCTH U oTAaIEeHHBIX ucxon0B VICT, uro mo-
3BOJISACT IIaHupoBaTh TKM OT albTepHAaTHBHOTO IOHOpA y 0O0JIb-
HBIX C IPpHOOpeTeHHOH AA.
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Beedenue. MHOTHE TOKCHYECKHE OCIIOKHEHHS IUTOCTATH-
YEeCKOW Tepamuu W HMMYHOJIOTHYECKHE OCIOKHEHHS, COMpPO-
BOXK/JIAIOIIME TPAHCIUIAHTAIMIO aJUIOTEHHBIX TeMOIMO3THYECKUX
ctBonoBbIx Kietok (TI'CK), oka3bIBalOT OTpHLIATENIbHOE BIIHS-
HUE HA HYTPUTUBHBIN cTaryc. CHIKEHHBIN HYTPUTUBHBIN CTaTyC
MIPUBOANT K YMEHBILICHUIO aJIalITAIMOHHBIX PE3EPBOB OpraHu3Ma
npu TT'CK u cHmkaet 3 GeKTHBHOCTh JAHHOTO METO/IA TePAaITHH.
AnekBarHas HyTpulMoHHas noxpaepxkka (HIT) ymydrraer mepe-
HOCHUMOCTh TEpAIllMK BO BpeMsl PEKHUMa KOHIUIIMOHUPOBAHUS M
B paHHEM MOCTTPAHCILIaHTAIIMOHHOM Tiepuose. B Hamreit pabote
MBI OLIEHWJIN YacTOTY U TSDKECTh OCTPOH peakiyy "TpaHCIUTaHTaT
nporuB xo3suHa" (PTIIX) B 3aBucumoctu ot Buaa HII. Lens pa-
0OTBI — OIICHKA BIIMSHHS CTaHAAPTHOW ¥ Moauduuposanuoi HIT
y 6onbHbIx ¢ auto-TT'CK Ha yactoty paszsutus octpoit PTIIX.

Mamepuanvt u memoowt. IIpocniektiBHO o0cienoBan 91 pe-
[UITHEHT FeMOTIO3THIECKHIX CTBOJIOBBIX KIIETOK C OHKOJIOTHUECKH-
MH M TeMaToJOTMYECKUMHU 3a00NeBaHMAMH (MEIMaHa BO3pacTa
36 nert). Pacnpenenenue GOMBHBIX IO TPEM IpyIMIIaM CPaBHEHUS
OCyIIecTBISUM B 3aBrcHMOcTH OT Buna HIT. KontponsHyto rpyn-
ny win rpynmy co cranaaptHoit HIT (CHIT) cocraBuiu 46 60iib-
HBIX, KoTopbIM HII B BHJIe apeHTepaibHOTO MUTAHUS [TPOBOIHIIH
IIPY HEBO3MOXKHOCTH ITUTAHUS €CTECTBEHHBIM ITyTEM B PE3yJIbTaTe
AQHOPEKCHH, HATMYHS OCJIOKHEHNH CO CTOPOHBI ITHIIEBAPUTEIHEHO-
rO TpakTa WK Apyrux npuduH. OCHOBHAs rpynrna OOJbHBIX HIIH
rpymma ¢ momuduimpoannoit HIT ¢ moGaBnenneM murentria
mryramuaa (MHIT + T), Bxitouana 28 GonbHbix, HIT xoTopbiM
IUTaHue ocyIecTBILUIH ¢ +1 nus nocne amio-TT'CK ¢ nomomisio
MapeHTePaTbHOTO NHTAHUS C IOMOJIHUTEIBHBIM BHYTPHBEHHBIM
BBEJICHHEM IIperapara AWNeNTHAa DiyTaMuHa (/nmentusew,

"®pesennyc Kaou", I'epmanus) B go3e 0,57 r/kr maccel Tena B
cyTkH, Komruiekca BuramuHoB (LlepHeBut, "bakcrep", ['epmanusi)
1 ¢makoH B CyTKH U MHUKPO3/IEMEHTOB (Annamens, "dpeseHuyc
Kaou", Tepmanust) 1 (akoH B CyTKM HE3aBUCHMO OT HAJIHUHUS
WIN OTCYTCTBUSI OCIIO)KHEHHI peXHMMa KOHIUIMOHUPOBAHUS U
BO3MOXKHOCTBIO €CTECTBEHHOIO IHTaHMA. B rpymnme cpaBHeHUs
(n=17) unu B rpymme ¢ Mmopuduiuposarnoin HIT (MHIT) koppek-
W10 MTUTaHUSI TPOBOAMIIN O3 BKIIIOUECHHS IIperapara JUIenTHaa
DIyTaMUHA. DHepreTudeckas noTpeOHocTs cocrasisiia 140% ot
9HEPrUM OCHOBHOTO OOMeHa (35 KKal/Kr B CYTKH), MOTPEOHOCTD
B Oeske cocrapisiia 1,5-2 r/kr B cytku (J. Apperley et al., 2008).
TIpenaparsl 111 HCKyCCTBEHHOTO ITUTAHUS BBOIWIN 24 4 B CyTKH.
Kpurepuem mst ormenst HIT cityxuino ycBoeHne ecTecTBEHHBIM
nyTeM 60% HEOOXOIMMOHN SHEPrHU B TEUCHHE TPEX IOCIEN0Ba-
TEJILHBIX JHEH HaunHas ¢ +14 aus nocie amno-TI'CK npu coxpan-
HOM (D)YHKIMH MUIIEBAPUTETBHOTO TPAKTA.

Pezynvmamot u oocysycoenue. Ilpu ananuse oO1iel BcTpeya-
emoctu octpoil PTIIX He momy4eHO CTaTUCTUYECKH 3HAYUMBIX
pa3InuMii B TpeX TPYIIax, BKIOYEHHBIX B UCCIIEOBaHHE OONb-
HbIX. OfHaKo B rpymmne 0onbHbIX, npuHuMarommx MHIT + I o
cpaBHEHHIO ¢ OonbHBIMU, TiprHUMatomu MHIT u CHII, o6Ha-
pyxeHa Menbias yactora octpoid PTIIX III-IV crenenu (3,6%;
30,8% 1 26,5% cootBercTBeHHO; p < 0,04). [TpH oneHke BcTpeyae-
Moctu octpoit PTIIX ¢ nopakeHnem KullleyHHKa, 4aCTOTa JaHHO-
TO OCJIOKHEHHsI OblTa Hibke B rpymme 6onbHbix ¢ MHITHT, uem B
JIpyrux rpymmax oonbHbIX (p < 0,03 B 00eux rpymnmnax CpaBHEHHs).

3aknouenue. VcnonszoBanne MoruduimposanHelx cxem HIT,
10 CPAaBHEHMIO CO CTAHIAPTHBIMH METOJJMKAMHU MIPUBOUT K CHIKE-
HHO TsoKenbIX Gopm octpoii PTIIX M-IV crenenu (p < 0,04).

MonekynsapHasa gnarHocTKa NnepBMYHON MeguacTuHanbHol B-KpynHokneTouHon numeombi n anddysHon
B-KpynHokneTouHol num$pomMbl Cc nepBNUYHbIM BOBlieueHNneM numdaTmyeckinx y3nos cpefocTeHns
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Beeoenue. llepsuunas menuacTuHadbHas B-xpynmHOKIeTOU-
Has numdoma (B-KKJI) sBnsiercs omHMM M3 BapHaHTOB rere-
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porenHoii rpymmel augdy3Heix B-KKJI, xoTopast BblieneHa
Onarofapsi KIMHUYECKUM, MOP(HOIOTHUECKUM U MOJICKYISPHO-



