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OEOULUUT NTM30COMHON KUCION
JINNA3bI: BOJIE3Hb HAKOMNEHUS
3OUPOB XOJECTEPUHA Y PEBEHKA
PAHHEIO BO3PACTA

[edunumt NM30COMHON KUCIOM AMnasbl — opdaHHoe 3a6oneBaHne, MHTepec K KOTOPOMY B NOCAEeAHME roAbl 06YC/10BNIEH BO3MOXKHO-
CTbl0 npoBeAeHUsl (PepMEHTHO 3aMeCcTUTENIbHOM Tepanuu. B cTaTbe npeacTaBneH KAMHMYECKMI cnyyvaid Bepudukauum peduumurta
JIU30COMHOM KMC/I0i NIMnasbl B BUuAe YacToii ee GpopMbl — 601€3HM HaKkomieHUs 3PpUpOoB XosiecTepuHa y pe6eHka 5-neTHero Bospacrta.

Knioyeswie cnosa: depuyum nuzocomHoll Kucnol aunassl, 6one3Hs HakonaeHus 3¢upos xonecmepuHd, bonesHs Bonsmara, cebenu-
nasa ansea.
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THE DISEASE IS THE ACCUMULATION OF CHOLESTEROL ESTERS DUE TO DEFICIT OF LYSOSOMAL ACID LIPASE. CLINICAL CASE
OF LYSOSOMAL ACID LIPASE DEFICIENCY IS DESCRIBED IN THIS ARTICLE

Lysosomal acid lipase deficiency (LAL D) is an orphan disease connected with accumulation of cholesterol estersin different
organs, interest to this disease increased due to the possibility of enzyme replacement therapy. The article presents a clinical

case of verification of LAL D in a child 5 years of age.
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acrnosHaBaHwue, nposefeHne anddepeHLManbHOro
[mMarHosa cpeay bonesHen HakonneHwus u 3abone-
BaHWM, CBA3AHHbIX C JIM30COMHbIMK (epMeHTaMu
("M30CcoMHble BonesHM Hakomnenwus), npuobpeTtaer ocoboe
3HaYeHue, NOCKOAbKY B MocnenHue rofbl GepMeHT3amMecTu-
TenbHas Tepanus (P3T) 3Tnx GonesHew ycnewHo pa3BMBaAETCA.
bonesHb HakonneHus aupos xonectepuHa (CESD; 6a3a
[aHHbIX «MeHaeneBckoe HacnegoBaHue Yy YenoBeka», MIM
278000) - ogHa n3 aByx dopM aedumumTa TM30COMHON KUC-
N0V NIMnasbl — 3TO HACNeACTBEHHAs ayTOCOMHO-peLLeCcCUBHasN
NIM30COMHas HoNne3Hb HaKOMIEHMS, Bbi3biBAEMAs MyTaLUAMU
B reHe, OTBETCTBEHHOM 3a JNIM30COMHYIO KWUCAYIO NMMmasy
(JTKJT), BCnencTsMe Yero 3HaAUYUTENbHO COKPALLAETCS aKTUB-
HOCTb 3TOro depmeHTa. HepgoctatouHas aktmHocTb JIKJ
NPUBOAWT K MPOrpeccupyoLLeMy TM30COMHOMY HAKOMIEHWUIO
3hUPOB XONeCcTepUHa U — B MeHbLLEN CTENEHM — K HAaKoMe-
HUIO TPUINNLLEPULOB, FNAaBHBIM 0O6pa3oM B renaToumMTax, Had-
NoYeYHMKaX, KULWEYHUKE U KNeTKaxX MakpodaranbHO-MOHO-
LMTapHOM cMCTeMbl MO BCeMy opraHu3Mmy. BoBneyeHue Tka-
Hel TeCHO KOppenupyeT C MX OTHOCUTENIbHbIM y4acTMEM B
peLenTop-0nocpefoBaHHOM 3HAOLMTO3e, 3 TakKe B pacna-
[le NMNonpoTenHOB B n3ocomax [1]. KnuHuueckune npossne-
Hua [JIKJT 6biBatoT B BMAE ABYX OCHOBHbIX (hOpM: BonesHu
Bonbmana (BbB), HauMHatowencs B MnafileHYeckoM Bo3pacTe,
1 6onesHun HakonneHms sdupos xonectepmHa (bHIX), Hauum-
Hatollencs B bonee no3gHeM Bo3pacTe, KOTopble HBblan Brep-
Bble onucaHbl B 1956 1 1963 rr. cootBeTCTBEHHO [2, 3].
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BB - 310 peakuit GynbMWHAHTHbIA NoaTun 3abonesa-
HMS, HAYaNo KOTOPOro MPUXOAMTCH Ha Mepuon MafeHye-
CTBa, Npu Kotopom JIKJ1 OTCYTCTBYET MM aKTUBHOCTb dep-
MeHTa cocTaBnseT MeHee 1% OT HOPMANbHOM aKTMBHOCTU
JIKJ1. 3T0 BEAeT K MacCMBHOMY IM30COMHOMY HaKOMAEHMIO
3(UpPOB XonecTtepuHa v TPUMNULEPUAOB, NPEUMYLLECTBEH-
HO B MeYyeHu, HaAMo4YeYyHMKaX, CeneseHke, KOCTHOM MO3re,
nMMdaTUYeCKMX y3nax U B Makpodarax no BCEMY OpraHus-
My, 0COBEHHO B BOPCMHKAaxX KMWeYHMKA. Y AeTei paHHero
BO3pacTa, CTPafatoLmx 3TUM 3aboneBaHWeM, K ABYX- UK
YyeTblpexXMeCcsYHOMY BO3pacTy NOSBNSETCS pBOTA, AMapes u
BblpaXKeHHas renatomeranus [4]. TpyAHOCT Npu BCKapMan-
BaHUM U CUMHOPOM Manbabcopbumm CONpPOBOXAAIOTCS pa3-
BUTMEM BbIPAXEHHOW HYTPUTMBHOW HELOCTATOYHOCTH,
3a[epXKOM MCMXOMOTOPHOrO M (M3MYECKOro pasBuTUS,
KOTOpble BMECTe C TSKenbiM 3ab0n1eBaHMeEM NeYeHn NpuBo-
[LAT K NeTanbHOMY Mcxody B nepuof oT 3 go 12 mecsues
XU3HM NauuneHTos [4].

B otanume ot BB, BH3IX - 3T0 YacTto Hepacno3HaHHbIM,
HauMHatoLwmMicsa B 6onee no3gHeM Bo3pacTe NoATMN 3abone-
BaHMS, BO3HMKAKLLIEro B MIALEHYECKOM, OETCKOM WK
B3pOC/IOM BO3pacTe, B 3aBUCMMOCTM OT OCTAaTOYHOW aKTUB-
HocTm JIKJT in vitro, kKoTopas, Kak MpaBuio, HAXOAMTCS B AMa-
nasoHe or 1 po ~12% OT HOpPManbHOW aKTMBHOCTW.
Mporpeccupytoulee HakonneHue 3GOUMPOB XonecTepuHa W
TPUIMULEPUAOB B IM30COMAx BEAET K PAa3BUTUIO XapaKTep-
HbIX MaTONOrMYeCKMX Npeobpa3oBaHMiA B MeYeHwu, NoBblle-



HWUIO aKTMBHOCTM TPaHCaMMHA3 M MOBLILLEHWIO B CbIBOPOTKE
KPOBW YPOBHSA XONECTEPUHA NUMNOMPOTEMHOB HU3KOM MIOT-
HOCTM W TPUMWULEPUAOB NPW HOPMANbHOM WMAU HU3KOM
YPOBHE XONeCTePUHA IMNONPOTEMHOB BbICOKOW MIOTHOCTU
(amcannonpotemHemus 11b-Tuna). MpexaeBpemMeHHas cMepTb
HacTynaeT BCNeACTBME MEeYEHOYHOM HeAOoCTaTOYHOCTM M
(M) YCKOPEHHOTO Ppa3BUTMSA aTEPOCKIEPO33d, BTOPUYHOTO
MO OTHOLUEHMIO K XPOHWUYECKON rMnepaMnuaemMumm.

Ledekt dpepmeHTa JIK/T NnpMBOAUT K CHUXKEHMIO TMAPO-
nm3a 3MpoB xonectepuHa U TPUIMKULEPULOB M K UX Mac-
CMBHOMY AENOHWPOBAHMIO, OCOBEHHO B IM30COMAax KNeToK
Kyndepa v renatoumToB, a TakxXe B APYrnX KIeTKax Makpo-
(aranbHO-MOHOLMTApHOM cucTeMbl. HepgoctaTok cBoboA-
HOro X0necTepuHa BCIeACTBME IM30COMHOIO 3axBaTa 3du-
pOB XxonecTtepnHa NpMBOAMT K CHUXKEHUIO MHTMOMPOBAHMS
no Tuny oOpaTHOW CBS3WU 3-TMAPOKCU-3-MEeTUNTNOTapun
Ko3H3MMa A (HMG-CoA) pefykTasbl U K MOBbILEHHOMY CUH-
Te3y X0NecTepuHa, a TakxXe K akTMBaLMu peLenTopoB Inno-
NMPOTEMHOB HM3KOM MNOTHOCTM Ha KNETOYHbIX MeMbpaHax.
Takas HeynpaBnsemas 3kcnpeccus reHa ATD-cBg3biBato-
LLero KacceTHoro nepeHocymka 1 cnocobcTByeT cokpalle-
HWIO XONecTepuHa NIMNOMNPOTEMHOB BbICOKOM MIIOTHOCTY,
nofobHO TOMY, Kak 3TO MpOMCXOAMUT nNpu  HonesHu
HumaHHa - Muka tuna Cl. Takme meTabonuyeckue Hapy-
WEeHUs COMPOBOXAAMOTCA MOBbIWEHWMEM O06LWEro ypoBHS
XONecTepuHa, XonecTepuHa NnnonpoTeEMHOB HW3KOM NOT-
HOCTU W TPUIULLEPUOB B CbIBOPOTKE KPOBMW, @ TaKXKe CHU-
XEHWEM XoNieCTepuHa IMNOMNPOTEMHOB BbICOKOW MIOTHOCTH
B CblBOPOTKE KPOBM, T. €. AMATHO30M «AMCAUMULEMUS
[Ib-Tuna». MNMoBbIWEHHOE coAepXXaHWe XonecTepuHa auno-
NPOTEMHOB HW3KOM MIOTHOCTM BbI3bIBAET YCKOPEHHOE pa3-
BMTME aTepoCKNepo3a; MMeKTCs COobLWeHNs 0 naumeHTax
¢ BH3X ¢ paHHMM aTepocknepo3oMm, UWeMmen, MHCYNbTaMu
M onepaLuaMmn KOPOHApHOTO WyHTUpoBaHug [1, 3, 5].

BonesHb HakonneHus 3¢upos xonecmepuHa (CESD;
6a3a daHHbIx «MeHOeneackoe HacnedosaHue y
yenoseka», MIM 278000) - 00Ha u3 dsyx ¢popm
deguyuma nu30coMHoli KUcsoli 1unaspl = 3mo
HacnedcmaeHHas aymocoMHO-peyeccusHas
JIU30COMHan 60/1e3Hb HAKONIeHUS, Bbi3biBaeMas
Mymayusmu 8 2eHe, 0MBemMcmMBeHHOM 3d JIU30COMHYIO
Kucnyio unasy, scnedcmasue 4e20 3HA4YUMesIbHO
cokpawjaemcs akmusHoCmMb 3mMo20 pepmeHma

Kpome Toro, onucaH onpeneneHHbli AMana3oH KanHuye-
ckux nposieneHunit BHIX. CnenyeT 06patnTb BHUMaHMe, YTO
Wb Y HEKOTOPbIX MaLMEHTOB AMArHO3 BepudULMpyeTcs B
[eTCTBe, TOrAa Kak y Apyrux 3aboneBaHne ocTaeTcs He aua-
FHOCTMPOBAHHbBIM [0 B3POC/AOro Bo3pacTa. Y MauMeHTOB C
TSKENbIM MOPAXKEHUEM KJIMHMYECKAs KapTMHA MOXET pas-
BEPHYTbCS B M/IafleHYECKOM BO3pacTe B BUE MPOSBIEHWUN,
HanoMuHatowmx bB, Takux Kak ouapes, 3afepxkka pasButus,
pBOTa, B34YyTWE XMBOTA M Aaxe KanbUuMdMKaLMs HaLnoyey-
HWKOB, HO TaKuWe MauMeHTbl MOTYT OOXMTb A0 AETCKOro Uau
[laxKe [0 B3pOC/10ro Bo3pacta [2].Y nauMeHToB, Kak Npasuno,
UMeeTCs renatomMeranms M HapyweHue GyHKUMKM NeyeHu

DJKI: YTPOKAIOLEE U3HU TEHETUYECKOE
3ABONIEBAHME C TPOTPECCUPYIOLUM
NOPAMKEHWEM BHYTPEHHUX OPTAHOB, BKJTHOYAS
MEYEHD, CENE3EHKY, KUWEYHMK, COCYAbI U AP,
NPUBOASALLEE K NPEXAEBPEMEHHON CMEPTH'
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n/vnn gucnmnonpotenHemus IlIb-tuna. Kak npaswno, npu
Hanuynu renatoMeranmMm u GOpPMUPYHOLWENCS MeYeHOUYHOM
HeLoCTaTOYHOCTM NPOBOAAT Buoncuio neveru. Mpu AaHHOM
3ab0neBaHUM MaKPOCKOMUYECKM MEeYEHb UMEET SPKUiA XKen-
TO-OPaHXEBbIN LIBET, TMCTONOMMYECKas e KapTMHa XapakTe-
pU3YeTCH HANMYMEM YBENMYEHHbIX renaToumMToB, 3an0NHEH-
HbIX nunmaamMu, U knetok Kyndepa, Takke XapaKTepHblM
MPU3HAKOM SBNSETCS MUKPOBE3UKYNSPHBIM CTeaTos. [lMarHos,
MOCTaBNEHHbIA TONMbKO HA OCHOBAHWM BWMONCUM nedveHwm,
MOXeT OblTb HEMPABMIbHO KNACCMPULMPOBAH, B 4AaCTHOCTM
KakK HeanKorofibHas XMpoBas 6one3Hb NeyeHu, Heankorosb-
HbIi CTeaTorenaTuT WAKM KpunToreHHoe 3aboneeaHue neve-
Hu. lporpeccupytoliee OTIOXeHWE NMNMA0B BEAET K Pa3Bu-
™Mo Gnbpo3a, MMKPOHOAYNSPHOrO LMppo3a M B uTOre K
pasBUTUIO M NPOrPecCMpPOBaHMI0 MEYEHOYHOW HEA0CTaTou-
HocTy. [MoBbILEHWE CbIBOPOTOYHbIX TPAHCAMMHA3, aNaHUHA-
MuHOTpaHchepasbl (ANAT) u/unu acnapraTaMMHOTpaHCche-
pasbl (ACAT) B coyeTaHumn C renatoMeranuen aBnseTcs paH-
HWM NPU3HAKOM HapyleHWs QYHKUMKU NeYeHn Npu AaHHOM
3abonesanmn [6-8].

®3T npuMeHsiemcs ¢ Yesnblo Yay4uweHus
Mema6onusma nunudos U YyMeHbWeHUs HaKonneHus
3¢upos xonecmepuHa u mpunuyepuoos

y nayueHMoB 8cex 803pacmos npu 8biAsNeHuUU
deguyuma nu30coMHoll Kuciol nunasoi

[lo onpeneneHHOro MoOMeHTa feyebHble MeponpusaTUS
BK/IIOYaNM B cebsi Ha3Ha4YeHWe KonecTMpaMuHa U CTaTUHOB
(nns naumeHTOB B BO3pacTe H6onee 18 neT) C Leblo MOHWXKe-
HWUS YPOBHS XONectepuMHa W CUHTE3a anonunonpotenHa B
(ApoB), a Takxke (npu CchHOPMMPOBABLUMXCS MOKA3AHMAX)
TPaHCNNAHTALMIO NEeYEHMN.

Bmecte c TeM B HacTosLee BpeMs NpOBefeHbl LOKINHU-
yeckue uccnenoBaHus 3ameHbl JIK/T B yenoeyeckmx hpmbpo-
bnactax M B Moaensx 3aboneBaHWs Ha Mblllax, KOTOpble
NpOAEMOHCTPUPOBANM «A0KA3ATENbCTBO NPABUIBHOCTH KOH-
uenummy» O3T. B HacTosLlee BpeMs BO MHOMMX CTaHax MMpa
onobpeH K npuMeHeHuio npenapat cebenunasa anbda
(Kanyma) gns ®3T [9, 10].

OnucaHue knuHu4eckozo cay4as. bonbHaa [., Bo3pact 5
NeT, NPOXMBALOLLAN HA TeppuTopuKn HoBOoCKMBMpPCKOI 06nacTy,
rocnuTann3npoBaHa B NeLMaTpuyecKoe OTAeNeHue CTapLlero
BO3pacTa locyaapcTeeHHoM HoBocMbMpCKo 06nacTHOM Kn-
Huyeckon 6onbHMLbl B MtoHe 2017 1. B none 3peHns Bpayen
[leBoyKa nonana B CBA3M C peLnanBaMmn MOYEBOro CMHAPOMA
B BMAE NENKOLMUTYPUM U BbISBJIEHHOW Npu npoBefeHun Y31
aHOManuu pasBuTMS NEBOM NOYKM. [1pu peHTreH-yponoruye-
CKOM 00CNefoBaHnM BbISBNEH My3bIpPHO-MOYETOYHMKOBbI
pedniokc Il cTeneHn B HWXKHIOK MONOBMHY MOYKKM CNEBa,
KMCTO3HAs AMCnnasus C ypeTepouene, MONHOe YABOeHWe
NeBOW NOYKW. Hapsagy € ykazaHHOM naTonoruer, obpalano
Ha cebs BHMMaHWe Hanmune y pebeHka renatomeranuu,
CMAeHOMEeranmun, napakiMHU4Yeckn Obin BbISIBAEH CUMHAPOM
LMTONM3a B COMETaHUM C runepaunuaeMueit. B uenom B 6mo-
XMMUYECKOM aHanu3e KpoBW PErnMCTPMPOBANUCh CleaytoLme
n3MeHeHus: ypoeHb AcT 175 en/n, AnT 198 en/n, obuimi
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6unmnpybuH 30 mMkmonb/n, wenovHas docdataza 680 en/n,
[TTMN 64 en/n, 0bwuii xonectepun 12,75 mmonb/n, XC JIMNHI
8,2 mmonb/n, XC NNBM 1,7 mmone/n, TI' 2,85 Mmonb/n.
Y4nTbiBas YKa3aHHble M3MeHeHus, Bblna Ha3HaveHa Tepanus
ypcoae3oKkcnxoneBon Kucnotol. C Lenblo YyTOYHEHMS reHesa
NOPaXeHUs MeyYeHn W runepaMnuaemMmun Obln paclumMpeH
06beM 06CNef0BaAHUA U UCKKOYEHbI BUPYCHblIe renatuTbl B, C,
LUMB-nHdekums, ayTOMMMYHHbIM renaTut, NepBUYHO-CKNepo-
3UpYIOLLMI XonaHruT, 6onesHb BunbcoHa — KoHosanoga. Mo
naHHbiM MCKT 6ptolHOM NoMoCTU C KOHTPACTUPOBAHUEM He
BbIIB/IEHbI COCYAMCTbIE U BPOXKAEHHbIE aHOMANUK MNeYeHn (B
YaCTHOCTU, cMHApOoM Kaponu), a no gaHHbIM AMPT 6ptowHow
MONOCTU UCKKOYEHbI TMMOMNNAa3ns, CTPUKTYPa XKENYHbIX Npo-
TOKOB, HO onucaH ¢Gubpo3 neveHn 3-i CTeneHu, NpusHaku
nopTanbHOM runepteHsunm 1-i cteneHu. MapannenbHo ¢ 3TUM
npoBoaunocb obcnefoBaHMe Ha HacnenCTBEHHble HonesHM
obMeHa: bonesHb HumaHna - lMuka TMna C, 6onesHb lowwe,
MYKOMOMCaxapuao3bl, rMMKOreHo3bl, AedUUMT NTM30COMHOM
KMcnon nunasbl. Ha 6aze nabopatopmun MONeKynspHoi reHe-
TMKN OTAY «HauuoHanbHbIM MEOUUMHCKUA UCCNenoBaTenb-
CKWIA LLeHTp 340p0Bbs AeTei» M3 Poccum BbINONHEHA IH3U-
MOJMArHoCTMKa Ha YycTaHoBneHue peduuMta IM30COMHOM
Kucnow nunassl. [NonyyeH pesynbraT: aktnBHOCTL JIKC < 0,001
HMonb 4 MU/auck/1 4 (npy HOpMaTMBHbIX 3HaveHuax > 0,07),
YTO CBMOETENbCTBOBAZO O PE3KOM CHMXEHMWM aAKTMBHOCTU
[aHHOrO depmeHTa. MeTofoM nNpsIMOro aBTOMATUYECKOro
CeKBEHMPOBAHMS MCCIEeL0BaHbl KOAMPYOLME 3K30HbI (2-10)
reHa LIPA, a Takxe npwuneratwolimMe MHTPOHHble 06NaCTU.
BoigeneHsbl MyTaumm: ¢ 894G > A (reteposurota) u ¢ 796G > T
(reTepo3urora).

Takum obpa3oM, pebeHKy Dbl BbICTaBAEH KAMHUYECKMA
amarHo3 «[deduumut NM30CoMHOM Kucnol nunassl. bonesHb
HakonneHus admpoB xonectepuHa. Pubpos neveHu 3-i cre-
neHwu. MopTtanbHas runepteHsus 1-in crenenun. AnchyHkLmS
6unnapHoro Tpakta Ha GoHe aedopMaLMM XKeNYHOTO My3bl-
pa. [lonHoe yaBoeHWe neBon MNoyku. [ly3bipHO-MOYeTOY-
HWMKOBbIN pedntoke [l cTeneHn B HUXKHIOK MONOBUHY MOYKM
CneBa, KWUCTO3Has AMCnnasus c ypetepouene. BTopuuHblii
XPOHUYECKMUI 0BCTPYKTUBHbIN NeNoHedpUT, peLMaNBUPYIO-
lee TeyeHue, CTagms KIMHMKO-NAbOPaTOPHOM PeEMUCCUK,
XBIM Cl». lanee anHaMmyeckoe HabnogeHUe U MHULMALMS
@®3T npoBoamnucb B ycnosusx OIBYH «DULL nutaHms wm
6uoTexHonorumn» r. Mocksbl. [pMHMUMas BO BHMMaHME MNpo-
rpeccupyrolMini XxapakTtep TeyeHus 3aboneBaHuMs, a Takxke
€0MHCTBEHHbIA BapWaHT MaTOreHeTUYECKOro JleYeHus, mno
YXM3HEHHbIM NMOKa3aHUsSM U C 106POBOLHOMO Cornacus one-
KYHOB Obll Ha3HayYeH AN MOCTOSIHHOTO MPUMEHEHMUS Mpe-
napat cebenunasa anbda B fo3e 1 mr/kr 1 pa3 B 2 Hepenu
B/B. [lepBble MHGY3MM npenapata nposefeHbl Ha 6asze
@OrBYH «®ULL nuTaHns 1 BMOTEXHONOMUMU», KOTOPbIE NaLu-
€HTKa MepeHecna yaoBNeTBOPUTENbHO, NMPU 3TOM OTMeYa-
Nacb NONOXMUTENbHAA NabopaTopHas AMHAMMKA B BUAE CHU-
XeHUs ypoBHS obuiero xonectepmHa Ao 8,45 mMmonb/n u
TpaHcamuHasz (AnT 78 en/n, AcT 94 ep/n). B Hactoawee
BpeMS Tepanus NpoBOLMTCS MO MECTY KMUTEeNbCTBA.

Taknm 06pazoM, BO3MOXHOCTb MOCTAaHOBKM [AMArHosa
penkoro opdaHHoro 3aboneBaHus, ero BepudUKaLUK U
naxe nposegeHne 3T nekapCTBEHHbIM MpenapaToM, He



3aperncTpuMpoBaHHbIM Ha Tepputopun P®, ssnswoTca Ha
CeroAHSLWHWIA AeHb BNOMHE peasnbHbIM COObITUEM AN MaLM-
€HTOB, HE3aBMCKMMO OT perMoHa Mx nNpoxuneaHung B PO.

MaupenTtam ¢ JJIKJ1 noka3aHa NOXM3HEHHAs hepMeHTHas
3aMecTuTenbHas Tepanus peKoMOUHAHTHOW NM30COMHOM KUC-
no nMnasoi. PekoMBUHaHTHAs kucnas nmnnasa (cebenvnasa
anbda) 3apernctpuposaHa B Espone, CLLUA (2015 r.),a B Poccuun
NeKapCTBEHHbIM npenapat Ha cTaguu pernctpaumu. OpgHako
[N POCCUMCKMX NALMEHTOB YxKe AOCTYMHO NaToreHeT4yeckoe
NeyeHne B paMKax KAMHWYECKMX UCCNeA0BaHMIA M LOCTYN K
Tepanuu Mo KWM3HEHHbIM MOKa3aHuaM. PaHee mpoBefeHHble
MCCIen0BaHUS NMOKa3anm BbICOKYH 3PPeKTMBHOCTb 1 6e3onac-
HOCTb NpuMeHeHus cebenmnasbl anbda npu AJIK/I. Mpu BHIX
npenapat Ha3HayaeTcs m3 pacyeta 1 mr/kr 1 pa3 B 2 Henenu
B/B KanesnbHo, Npu BB [03a MOXeT cocTaBnsTb 3 Mr/Kr, u npe-
napar B HEKOTOPbIX CNy4asX BBOLMTCS exeHenensHo [7, 8].

@®3T npuMeHseTCcs C Lenbl ynydweHus meTabonmsama
JMNULOB M YMEHbLUEHUS HaKoMNeHUs 3OUPOB XonecTepunHa
W TPUMINLEPUAOB Y NALMEHTOB BCEX BO3PACTOB MPU BbiSBNIE-
HUU aeduuLMTa IM30COMHOM KMUCNoM nunasbl. ®3T HazHaua-
10T NPWU MOATBEPXKAEHUM AMarHosa aeduumta NnM30COMHOM
KMCNOWM NIMNasbl M HanU4Mmn xoTta bl 0A4HOro CMMnNTOMa 3a60-
nesanus. [poBoaMMas NoXuW3HeHHas Tepanus obecneynBa-
€T YCTOMYMBOE YAyYlleHWe COCTOSHMSA naumeHToB ¢ BHIX:
HOPManM3yeT YPOBHM TPAaHCaMMHA3, 0ObEM MeYeHn U cene-
3eHKM, 06beM XMpa B NEYEHU, YIYHLIAET NPOrHO3 B OTHOLLE-
HMU BbIXKMBAEMOCTU M KauecTBa UX XKU3HMU.
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10.

AmbynramopHas
XNUPYPI'UA

CTAUNOHAPO3AMEWAKWLWUE TEXHONOTUMN

G/ mopHa#

AmGyaamopnasn

XUPYPIHsI

A www.asurgery.ru ST el o]

MH®OPMALUMNOHHOE

N HAYYHO-METOANYECKOE N3AAHUE

ANA CNELUANNCTOB, PABOTAROLLIAX

B CEKTOPE AMBY/JIATOPHbIX MEAULIMHCKUX YCNTYT

+ OnpeseneHne CTaHAapTOB OKa3aHWA CneLann3npoBaHHoO
1 KBaAMPULMPOBAHHOW XMPYPrMYeCcKOol MOMOLLM
B aM6Y1aTOPHO-MO/IMK/IMHUYECKUX YCNOBUSAX.

- OcBelljeH1e BOMPOCOB aHaCTe310/I0rMYECKOro Nocobus
MNPV BbINO/IHEHUM OMEPaTUBHbIX BMELLATeNbCTB B YC/I0BUAX
AHeBHbIX (O4HOAHEBHBIX) XMPYPrUYECKMX CTALMOHAPOB.

- PaccMaTpurBaloTca Npob/ieMbl INLLEH3MPOBaHMA
1 aKKpeAMTaLMM XMPYPrUYecKuX noApasze/eHuni
1 $opMMPOBaHMI1 aMBy1IaTOPHO-MONNKANHNYECKOTO
3BeHa.

* Bonpocbl MHTerpauum MeULMHCKIX BY30B
1 HAW 1 npakTM4ecKoro 34paBooXpaHeHus, B TOM
4mncnie C Lenbio NoAroTOBKM KapoB ANA LIeHTPOB
ambynaTopHOW 1 crieLMann3npoBaHHON XUPYPrun.
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