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Takenasa runepxonectepuHeMus

Ha dpoHe xonecTtaTuyeckon oopMmbl
OCTPOM peaKLUun «TpaHcnnaHTaT
NPOTUB XO3sIMHA>» C NOpPaKeHUeM
neyeHu y pebeHka nocrne annoreHHou
TPaHCNMaHTauumu reMono3TUYeCKuX
CTBOJIOBbIX KITIETOK
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rI/II'IerOJ'IE‘CTepI/IHeMVIﬂ ABNAETCA OAHUM N3 OCIIOHEHW aNnmoreHHowm TpaHcnnaHTauumM reMonoaTuyeckux
CTBOJIOBbIX KI1IETOK. B ee 3TMonorum MoryT urpatb posib pasnunuHble hakTopbl, B TOM YMCIe peakuus
«TpaHcniaHTaT npoTue xosaunHa» (PTMX) ¢ nopaskeHneM neyeHn. B cTaTbe NpencTasneH KIMHWYeCKui
Cryyai TAXENomn runepxonectepuHemMun Ha doore octpor PTIX ¢ nopaeHnem neyeHn y naumexta
C cMHopoMoM HuiMereH. PoouTtenu naumeHTa ganu cornacue Ha WCMomnb3oBaHWe MHdopMaLlmu, B
TOM uncne doTorpaduit pebeHka, B HayuYHbIX UCCRERoBaHusAX u nybnukaumsax. Mpv nccnenoBaHnm
COOTHOLLEHUA NUNUAHBIX PPaKLMA C NOMOLLbIO 3eKTpodhopesa nepuepuyeckon KpoBn ¢ X
nocnenyiowmM TUNMpoBaHWeM bbi1 BEpUMLMPOBaH BbICOKMIA ypOBeHb nunonpoTenHa X. [aHHbIn
nabopaTopHbIi heHOMEH ABMAETCA XapaKTePHbIM NPOSIBIEHNEM MPU HApYLUEHUM NUNMOHOrO 0BMeHa,
accoLUMMPOBAHHOIO C X0NeCTa3oM, COMPOBOMKAAIOLMM neveHouHylo dopmy PTIMX. KnuHnyeckoe
YAyULLIEHWE 1 CHUXKEHWE YPOBHS X0NeCTepuHa AOCTUrHYTO NOCI e UHTEHCMTMKALIMM MIMMYHOCYNPECCHBHOM
Tepanuu. [peacTaBneHHbI KIIMHUYECKWIA Cryyal akTyanuanpyeT HeobxoanMoCTb CBOEBPEMEHHOIO
BbIIBNEHNSA N AMPDEPEHLIMPOBAHHON OLIEHKMN THXENON rMnepxonecTepuHeMUn y NaLMeHToB nocre
annoreHHon TpaHcnaaHTaUum reMono3TMYECKMX CTBOSOBbIX KIETOK.

KnioueBble cnoBa: runepxonectepuHemMusi, TpaHCrIaHTaums reMono3TMYeCKUX CTBOTOBbIX KIIETOK,
peakuunsa «TpaHCnnaHTaT npoTuB X03anHa», rernatmT, Xosectas, JinnornpoTenH X, ancrvnugemMmna
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Severe hypercholesterolemia due to the cholestatic form of acute
graft-versus-host disease with liver damage in a child following
allogeneic hematopoietic stem cell transplantation

A.D. Shutova, S.K. Arakelyan, E.I. Lyudovskikh, E.I. Gutovskaya, A.P. Vasilieva, S.N. Kozlovskaya,
I.P. Shipitsyna, Yu.V. Skvortsova, D.N. Balashov

The Dmitry Rogachev National Medical Research Center of Pediatric Hematology. Oncology and Immunology of Ministry of Healthcare
of the Russian Federation, Moscow

Hypercholesterolemia is one of the complications of allogeneic hematopoietic stem cell transplantation. Various factors may
contribute to its etiology, including graft-versus-host disease (GVHD) of the liver. This publication presents a clinical case of
severe hypercholesterolemia associated with acute GVHD with the liver involvement in a patient with Nijmegen syndrome.
The patient's parents gave their consent to the use of their child's data, including photographs, for research purposes and
in publications. A high level of lipoprotein X was detected by peripheral blood electrophoresis and subsequent typing. This
laboratory phenomenon is a characteristic manifestation of dyslipidaemia associated with cholestasis accompanying the
hepatic form of GVHD. Clinical improvement and a reduction of cholesterol levels were achieved after intensification of
immunosuppressive therapy. This clinical case highlights the necessity for early recognition and differential assessment of
severe hypercholesterolemia in patients following allogeneic hematopoietic stem cell transplantation.

Key words: hypercholesterolemia, hematopoietic stem cell transplantation, graft-versus-host disease, hepatitis, cholestasis,
lipoprotein X, dyslipidemia
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WCIMNUOEMUS — OLHO U3 OCMOMNKHEHUN anso-
FeHHOW TpaHCNNaHTauuW reMonoaTUUECKUX
cTBOMOBbIX KNeTok (TFCK). K xopoLuo n3secTHbIM
dhakTopaM, cnocobCTBYIOLIMM TaKOro pofa Hapylue-
HWSAIM, OTHOCSATCA UMMYHOCYMNPECCHBHasA Tepanus, SHAO-
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KPWHHbIE HapyLUEHUSsl, a TaKXe MopasKeHUe NeyeHu
pasnuuyHoM 3TMonorum. Ha HacToALWMIN MOMEHT UMeeTCA
OrpaHWYeHHOe KONMYecTBO OMyBnMKOBaHHbIX AaHHbIX
0 PasBUTWUM OUCIIMMMLEMUU HA PaHHUX CPOKax nocre
annoreHHo# TICK u nogxopax K Tepanuu AaHHOro



KIIWHUYECKWUE HABJNTIOAEHUA

OCnoXHeHusa. o pesynbTataM peTpPOCNEKTUBHOMO
aHanusa, Kyaa bbin BKoyeH 761 B3poChbiii NauMEHT,
nepeHecwunin annoreHHyio TICK B NHCTUTYTe OHKO-
noruv laHa-®apbep ¢ 1998 no 2008 r., yacTtoTa runep-
XOMNeCTepPMHEMUN U TUNEPTPUTIIMLIEPUAEMIN B NEPBbIE
[Ba roga rnocre TpaHcnnaHTauuu coctasuna 73,4% wn
72,5% cooTBeTCTBEHHO, U3 HUX 32,0% MMenu runepxo-
nectepuHeMuio 0o TpaHcnnaHTaumm [1]. Takoe wmpokoe
pacnpocTpaHeHue runepxonecTepUHeMun y B3poCrbiX,
BEPOSTHEE BCEro, CBA3aHO C annMeHTapHbIMK (haKTo-
pamu.

B HacTosLlee BpeMs MeeTCa OrpaHMyeHHoe Komu-
4ecTBO NybnMKaLwii, NOCBALLEHHBIX HAPYLUEHUAM NUNNA-
Horo obMeHa y fieTeit, B 0COBEHHOCTM NOCHe anoreHHoM
TICK. 3HaunTensHoe NoBbILLeHME YPOBHS 0bLuero xone-
cTepona (Bbiwe 25 MMonb/n) B 3TOW rpynne BCTpeya-
eTCA penko n TpebyeT UCKNIOYEHNS HacNeACTBEeHHbIX
HapyLleHu obMeHa nNunuoos, 3aboneBaHWi NeYeHw,
COMPOBOXAAILLMXCA BbIPAKEHHBIM XOMEeCTa3oM, YTo
YyacTo accouumpoBaHo ¢ 0bpa3oBaHWEM aHOMaslbHbIX
hpakuuit nunonpoTtemnHos [2].

K npuunHamM pa3sutus rmnepxonectepuHemMmy nocne
annorenHon TICK oTHOCAT HapyLueHne gueTbl ¢ npeob-
naflaHWEM KUPOB B paLMOHEe, TOKCMYeCKne 3heKThbl
MMMYHOCYNPECCMBHON Tepanuu, B YaCTHOCTU panamu-
unHa [3], umknocnopura [4], Takponumyca [5], rnioko-
KopTUKocTepouaos [6], a Takke nopaxeHune neyeHu
Ha (POHe TeYeHMs peakuuu <«TpaHCMfaHTaT NpoTuB
xo3auHa» (PTMX) [7, 8] u TAEN0ro BTOPUYHOrO MMMOTH-
peosa [9]. Pan vccrnenoBaHuit [eMOHCTPUPYIOT faHHble
0 3HaYMTEeSIbHOM HapacTaHUM YPOBHS XONecTepuHa
npu xonectatuyeckon cpopme PTIMX ¢ nopaskeHuem
MeYeHn, BO3HMKAIOLMNM BCIEACTBUE CHUNKEHUA BbiBE-
OEeHWS XONecTepora M KenyHbIX KACMOT, YTOo, B CBOIO
ouyepenb, NpMBOAMT kK 0BpasoBaHuio nunonpoTenHa X
(JTn-X) [10-13]. NaHHaa dopakums npeactasnset coboi
aHOMarlbHbI NOAKACcC NIUMOMNPOTEMHOB HWU3KOM NMOT-
HocTu (JTNHIM), ana KOTOPOro XapakTepHbl BbICOKOE
CoLlepKaHNe HeaTepUULMPOBAHHOIO X0f1eCTEPUHA U
docdonunuaos U HU3Koe copepraHue Benka, Tpur-
nvuepvaos, 3dupoB xonectepuHa. bonbliylo yacTb
BenkoBov dpakuum JIn-X cocTtaBnset anbbymuH,
Take ocobeHHOCTbIO, oTnuyawllen JIn-X oT apyrmx
dpakumn JMHI, aBnseTca oTCyTCTBME anofMnonpo-
TeuHa B (ano-B), uto obecneunsaeTt ANMUTENbHYIO LIMPKY-
nAUMIo B KPOBOTOKe. B ocHoBe naTtoreHesa obpasoBaHus
JIn-X nexat HapyLUeHVe OTTOKa Xenuu npu xonecrase,
obpaTHoe BcacbiBaHWe MUMUAHBIX OPaKLUiA U3 sKenuu B
nnasMy, rae OHW CBS3bIBAOTCA C anbbyMnHoM, obpasys
aHoManbHbv JIn-X. OanbHenwunn metabonuam JIn-X
OCYLLECTB/IAETCSA Yepe3 pPeTUKYSI03HA0TeNnasnbHyo
CUCTEMY 1 NOYEeYHbIN KnnpeHc [14].

Hakonnenue JIn-X NpuMBOAMT K TAMKENOW runepxo-
NeCTepMHEMUN, HO 3TO He COMPOBOMXAAETCH yBenunye-
HWEM pUCKa Pa3BUTUA CEpPOEYHO-COCYAMCTbLIX COBbITUM

u aTepockreposa [15, 16]. OgHUM U3 noTeHUManbHbIX
MEexaHW3MOB CHUXeHusa ateporeHHocTu JIMHM npwu
NnX-runepxonectepuHemMun ABMAITCA NpefoTBpa-
LLIEHNe X OKWUCIIEHWA U 3alLMTa KIETOK IHAOTeNUs oT
nospexaerna [17]. OCHOBHbIMW OCIIOKHEHWUSIMW NpU
3TOM OCTAIOTCA Pa3BUTME KCAHTOM, @ TaKKe HapyLleHue
PEO0SIOrMYECKNX CBOMCTB KPOBU, UTO MOMKET NPUBOAUTL K
TPOMBOTUYECKUM OCHOMHEHUSAM [14].

Ona puarHocTukn Hanuuma JIn-X ucnonbsyetcs
anekTpodopes NUNuAHbIX dopakLmnii B arapo3HoM rerne,
npv KoTopoM chpakums JIn-X oTnnyaeTcs ot Bcex apyrux
cbpakumin MMNONPOTEMHOB 3a CYET OTCYTCTBUA MULLEN-
NAPHOMN CTPYKTYpbI 1 ano-B B cBoeM cocTase (pucyHOK)
[14, 18].

Takxe crnenyet 0TMETUTb, YTO NlabopaTopHO MOKeT
0TMeyaTbCs NCEBAOrNNOHATPMEMUSA, aCCOLIMMPOBaHHAS C
runepxonectepuHemueit [10, 12].

OCHOBHbIMM MOAX0AAMM B NIEYEHUMN TvnepxonecTe-
PVUHEMUK, aCCOLMMPOBAHHON C XONEeCTa30oM, ABMAETCS
Tepanus, HanpaBfieHHast Ha ero pa3peLleHne, a TakKe
cobniofeHve ONEeTbI C HU3KUM COAEPIKaHNEM sKMPOB. Mpu
PasBUTUM JKU3HEYTPOXKAIOLLMX COCTOSAHWUN, TakUX Kak
CVMHOPOM TUNEPBA3KOCTM U TpomMboambonusa neroyHon
apTepuwn, NnpoBofATCcsA 3pPepeHTHbIE METOLbI NEYEHNS,
HanpuMep 3KCTpakopnopanbHbil adepes NMNULOB
[2, 9, 19]. B kauyecTBe [OMOMHUTESbHBIX OMLMIA MOXKET
BbITb PacCMOTPEHO MPUMEHEHWE YPCOAE30KCUXONN-
eBoW KucnoTbl U heHodubpata [20] u nonmHeHachl-
LLEHHBIX UPHbIX KUCnoT [21]. Tepanus, TpagMUMOHHO
NMPVMEHSAIOLLASCSA MPU TMNEPXONECTEPUHEMUM, TaKas KaK
Ha3HayeHne MHrMBUTOPOB MMAPOKCUMETUTTTYTapUI-Ko-
tbepMeHTa A-pefiykTasbl (CTaTUHOB), B AaHHOM Cydae
ABNsAeTCA HeIEKTUBHOM B CBA3K C TeM, uTo JIn-X
He noasepraeTca NeYeHOUHOMY KIMPEHCY, onocpeno-
BaHHOMy peuenTopamu JMHI, B cBA3K ¢ OTCYTCTBMEM
ano-B B ceoeit cTpykType [22]. BaskHO 0TMETUTb, UTO

B OMUCaHHbIX paHee KIIMHUYECKUX Cllyyasax Tepanus
PucyHok

AnekTpodhopes NUnuaHbIX hpakLumin Npu runepxone-
CTepUHeMUK, accoumMmpoBaHHoi ¢ obpasoBaHueM JIn-X
(npuHUMnNuanbHas cxema)

JINOHM — nunonpoTenHbl o4eHb HKU3KoM NnoTHocTu; JTMBIM —
FIMNOMNPOTENHBI BbICOKON NIOTHOCTM

Figure

Electrophoresis of lipid fractions in hypercholesterolemia
associated with the formation of lipoprotein X (Lp-X) (sche-
matic diagram)

VLDLs — very-low-density lipoproteins; LDLs — low-density lipopro-
teins; HDLs — high-density lipoproteins
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cTaTMHaMu bblna He3adPEeKTMBHA NPU MPUMEHEHUU
npenapaToB Y JaHHOW KOropTbl MaLMEHTOB, YTO CTaBUT
MoL COMHEHMWE LenecoobpasHOCTb TaKOro feYeHus.
MpuMeHeHne a3eTnMuba Takxke bbino He3adhHEKTUBHO,
MOCKOSbKY €ro AeNCTBME OCHOBAHO Ha CHUMXEHWM
BCaCbIBaHUsA XONIeCTEpPUHA B KULLEYHWUKE, YTO BHOCHUT
MWHWMasIbHBIA BK1a B MATOreHe3 pa3BUTUA runepxone-
cTepuHemmn [22].

TaknM obpasoM, Taxenas runepxonectepuHeMus
Ha ¢hoHe xonecTaTuueckon copmbl ocTtpon PTMX ¢
MopaskeHWeM MeyeHn SBNSETCA AOCTATOYHO PEOKUM
MOCTTPAHCNNAHTALMOHHBIM OCIIOKHEHUEM, 0COBEHHO
B AeTCKow nmonynsauuun. [lo HacTosiero MoMeHTa 6bIno
onybniMkoBaHo BCEro 2 cryyas runepxosiecTepuHemMuy,
accouUMMPOBaHHOM C nopaxeHueM nevenun npu PTMNX y
neteit [12, 23].

KnuHuueckui cnyuan

Manbuuk LLI., 9 neT, B BO3pacTe 2,5 neT ycTaHOBMNEH
omarHos: T-numdoobnactHas NuMd)oMa ¢ NopaskeHnem
nuMaTUYECKUX Y3MOB LIEWU, CPEAOCTEHNUA, NOAMbI-
WweyHon obnacTu, MpaBOM MOYKM, KOCTHOIO MO3ra,
IV ctapua. PoomTenn nmauveHTa panu corfacue Ha
ncnonb3oBaHne MHdoOpMaLuu, B TOM uyucne dgoTto-
rpadoui pebeHka, B HayuHbIX UCCMEfoBaHUAX 1 nybnu-
Kaumsx.

lMpoBoamnack crneundunyeckas Tepanus no NpoTo-
kony BFM-90, Ha doHe yero pocTurHyTa nosfHas
pemMuccus.

YunTbiBas (DEHOTUMMYECKME U3MEHEHWSA, XapaK-
TepHble ANA CMHAPOMOB HapylleHusa penapauun JHK
(«NTUubM> yepTsbl NMUa, MUKpoLedanus, runonsasus
HUSKHEM YemnioCTH, rMMNoCTaTypHOE TerlocioXeHue), B
Bo3pacTe 7 net pebeHky bbino BbINOMHEHO reHeTuye-
Ckoe uccneposaHve. B pesynbrarte BbifBEHa MyTaums
B reHe NBN c.657_661delACAAA, p.Lys219AsnfsTerlé
B FOMO3WIOTHOM COCTOSIHUM, Ha OCHOBaHUW 4Yero bbin
YCTaHOBMEH AMAarHO3: NEPBUYHBIAN UMMYHOLEDULNT —
CVMHAPOM HuiiMereH, KOTOpbIN CTan OCHOBaHWEM ANS
nposeneHust TTCK B Bo3pacTte 9 neT oT HEPOACTBEHHOMO
MOJSIHOCTbIO CoBMecTMMOro aoHopa (HLA 10/10).

Mepepn annoreHHoit TICK npoBepeHo cTaHpapTHoe
KOHOMLUMOHMPOBaHNE COrflaCHO UCMOSb3yeMOMY B
KINMHUKe npoTokony: donynapabud 150 mr/m?, Tpeo-
cynban 21 r/mM?, TumMornobynuH 5 Mr/kr, putykcrumab
375 Mr/m2. B kauectBe npodgmnaktuku PTMX 6binu
“CMosb3oBaHbl umknodpocamua 25 Mr/kr/cyT Ha +3-i4,
+4-1 IHN, PYKCONMUTUHNG 8 Mr/M2 ¢ +5-r0 aHs.

MMpWKMBIEHWE MEraKapuoOLMTapHOro POCTKa 3adimK-
CMpoBaHo Ha +12- feHb, NENKOLMTApPHOr0 POCTKa — Ha
+17-1 neHb.

C +21-ro gHs 3adhMKCMpOBaAHO HapacTaHWe YpPOBHS
anaHuMHaMuHoTpaHcdepasbl no 1454 En/n, acnapta-
TaMuHoTpaHcdepasbl o 1051 En/n, ramma-rnyra-
MunTpaHcdepasbl 4o 355 En/n, nakratoernoporeHassi
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no 532 En/n, 3ateM oTMeuvancs aHTepoKonuTt (cTyn
06beMoM 4 n/cyT). [laHHble NPOSIBIIEHNUS pacLieHeHbl Kak
Teyenune octpon PTMX Il ctagmm ¢ nopaskeHnem neveHn
W MHTECTUHaNbHOrO TpakTa. HecMoTpsa Ha Tepanuio
MEeTWUNNPEAHW30MI0HOM B [03e 2 Mr/Kr, oTMevanach
pasHOHaMpaBeHHas AMHAMUKA: CHUKEHUE YPOBHS neye-
HOYHbIX TPAHCaMMHa3 1 NPUPOCT YpPOBHA BunupybuHa
NPeUMyLLIECTBEHHO 3a CUeT npsaMoit dopakumumn (o6Lumit
Bunupybun 143 MkMonb/f1, npaMoit — 104 MkMonb/n),
TEYEeHMEe IHTEPOKONMUTa COXPaHANOCh B MPEXHEM
obbeme.

MpoBoamnack MMMyHOCYNpeccuBHas Tepanvs B
crnepybolleM obbeMme: MeTUNPERHWU3ONOH, 3TaHep-
LenT, UMKIOCNopuH (NO3AHEee 3aMeHeH Ha panaMuLmH),
BeLonn3ymab, byaecoHua, aKcTpakoprnopanbHbli oTo-
depes.

HecMOTpS Ha MOMOMMUTENbHYIO AVHAMUKY B TEYEHUM
3HTEPOKONMTA, He 0TMEYarnoCh BbIPasKEHHOr0 OTBETa CO
CTOPOHbI MapKEPOB MOPAKEHUSA MEYEHN.

Mpu KoHTpoNbHOM 0bcnenoBaHun Ha +60-e CcyTku
BbisIBfleHa runepxonectepuHemus fo 30,5 MMonb/n ¢
nocnefylowmM HapacTaHueM o 41 MMonb/n, Npu 3ToM
NNHN 11,66 mmonb/n, JINBM 0,23 MMosb/1, a ypoBeHb
TPUrIMLEPVIOB HE NpeBbIwan peddepeHCHbIe 3HaYEHHUS.
KpoMe Toro, oTMevanocb CHUMXEHWE YPOBHS HaTpuA
B CbIBOPOTKe KpoBW o 127 Mmonb/n, Tpebyiouee
KOppeKLMH.

Mpu npoBepeHun gudppepeHumanbHO-ANarHoCTu-
YeCKMX MeponpuATuiA Bbio NOATBEPKAEHO, UTO paHee
YPOBEHb XONECTepVHa y nauueHTa BCcerfa cooTBeT-
CTBOBaJ1 BO3PACTHbIM HOPMaM, TakKe He Bblfo MonyyeHo
[aHHbIX O HACMIEACTBEHHON WM BTOPUUHOM (MOBbILLEHHbIN
kaTabonmam Ha poHe aHOpPeKCun, ryBoKu BTOPUYHDBIN
rMNoTMpeos3) runepxornectepuHeMuun. B cBs3u ¢ HeBO3-
MOKHOCTbIO UCKITIOUYEHUA TOKCUYECKUX 3PdeKToB
dhapMakoTepanuu nponsBefeHa OTMeHa BCeX MOTeH-
LUManbHO renaTtoTOKCUYHbIX NMpenapaToB, BKIOYas
PYKCOMUTUHMO ¥ panaMuULMH, OOHAKO MOSOXWUTESbHOM
OMHaMVKW He MOJTyYeHO.

B kauecTtBe cnepyioulero atana nabopaTopHon
AVMarHOCTUKM MPOBEAEH dNeKTpodopes NUNMAoB C KX
nocrnefylowmM TunuposanmeM. B pesynbtaTte mony-
YeHbl faHHble 0 HanWuuM y naumenTa Jin-X, yTo B coye-
TaHUM C XONeCTaTUYECKMMI MapKepaMu, U yuuTbiBas
onybnunkoBaHHble faHHble, KOPPEMPYET C NposBre-
HUAMK 1 TaxkecTblo PTTX ¢ nopaskeHneM neuveHn nocne
annoreHHon TICK. Ha ocHoBaHWM MOMyYeHHbIX pesyrb-
TaTOB U CHEMaHHbIX BbIBOAOB ObINO MPUHATO peLueHne
06 3ackanauuMu MMMYHOCYNPECCUBHOWM Tepanuu 3a cyeT
HasHaueHus pykconutuuuba (13 mMr/m? nepopanbHo
eskeaHeBHo) u umknodocdammaa (200 Mr/m? BHYTpU-
BeHHO 1 pa3/Hen, Ne3). B pesynbTaTe npoBOAMMOI
Tepanuu 3aperncTpupoBaHa MosoXKUTeNbHas AUHa-
MUKa — CHUKeHWe obLuero bunnpyBuHa oo 26 MkMornb/n
(npaMas dpakums 13 MkMoOnb/N) W xonecTepuHa o

113




KIIWHUYECKWUE HABJNTIOAEHUA

11,3 MMosb/11, @ Takke HOPManM3aLUus YPOBHS HaTpUs
B KPOBW.

B HacTosLwee BpeMs Ha cpoke 5 Mec nocne TICK
nauneHT paspewwun octpyl PTIX, ocTaerca Ha
BasuncHoit Tepanum pyKCONUTUHUBOM.

3AKITIOMEHUE

'MnepxonecTepuHEMUS B paHHEM NOCTTPaHCMNIaHTa-
LIMOHHOM nepuofae y AeTen 0CTaeTCa Manon3yyYeHHbIM 1
HEO00LEeHEHHbIM OCIOKHEHWNEM, 0CODEHHO B KOHTEKCTE
octpon PTIX ¢ nopasxeHueM neueHwn. [NpencTaBneHHbIv
Cryyain JEMOHCTPUPYET KpaiHe pedkvin MpuMep runep-
X0J1eCTepUHEMUK, acCOLMMPOBaHHON ¢ 0bpasoBaHWeM
JIn-X, y peberka nocne annoreHHon TICK. B nutepa-
Type ONUCaHo OrpaHW4yeHHoe KONMMYecTBO NOAOCOBHbIX
HabnioaeHWn B NeanaTprMyeckomn Nonynsaumum, 4yto genaet
OaHHbIN CIyYal LEHHBIM C TOYKM 3PEHUSA MOJTyYEHHOI O
onbiTa, 0TPaboTKM anropuTMa AMarHOCTVKM M MOAXOR0B
K Tepanuu.

BasHo otnuuath JlIn-X-runepxonectepmHemMuio ot
WHBIX TUNepxonecTepuHeMuin, CBA3aHHbIX ¢ MeTabo-
FIMYECKMM CUHAPOMOM MW HACMeACTBEHHbIMU ANCIN-
MMOEMUSIMU, TaK Kak TepaneBTUYecKas TaKTUKa B 3TUX
CUTyaumax MpuHLUMIManbHO pasnuuaetca. Ewe pas
crepyeT NofYepKHYTb, UTO Pa3BUTHE XONECTaTUUECKOM
opMbl PTIX MokeT npuBoauTb K 0BpaTHOMY TpaHc-
nopTy nunuaos v cpopmuposanwuio J1n-X, obnapaioLlero
YHVIKarnbHbIMK METaBONIMUECKMMI CBOMCTBAMM, BKIIOYas
YCTOMUMBOCTb K MEYEHOYHOMY KIMPEHCY M OTHOCM-
TenbHYI0 HeaTeporeHHocTb [14, 15].

MonTBepskaeHve Hannuma J1n-X, a Takke oTCyTCTBUE
O0TBETa Ha OTMEHY MOTeHUMaNbHO renaToTOKCUYHOM
Tepanun 1 coxpaHeHne rmnepxonecTepuHeMmm Ha poHe
akTuBHoM ocTpor PTIX ¢ nopaseHneM neyeHn crano
BaYKHbIM [OMOSTHUTENbHBIM apryMEeHTOM L1151 TPaKTOBKM
MPWUYMH BUCTIMMMAEMUN B LlAHHOM Crlyyae.

Kpome Toro, BbisiBfieHHas y nauueHTa runoHaTpu-
eMusi, BEPOATHO, UMeNa MNCeBLOMMMOHATPUEMUYECKUN
FeHes, YTo TaKKe OMMcaHo B nuTepaTtype kKak nabopa-
TOpHbI cheHoMeH npu Jn-X-runepxonectepuHemun [10,
12]. B paHHOM criyyae runoHaTpuMeMms YCreLLHo paspe-

LmMacb napasnfienbHo C HOpManu3auuen NUNUGHOMo
npodouns nocfe KynupoBaHus xonecTtasa. 310 gonos-
HUTENbHO NOJYEPKMNBAET HEOOXOAMMOCTL KOMMMIEKCHOMO
aHanusa KNMHUKo-nabopaTopHbIX AaHHbIX Y NALMEHTOB C
nofo6HbIMM HapYLLEHNUAMM.

BaxHO OTMETWUTb, UTO CTaHLapTHas ruMNonunu-
AeMuyeckas Tepanus (CTaTuHbI, 33eTUMUO) B TaKux
CUTyaumsix HeadhpeKTuBHa, 4YTo onpenenset Heobxo-
OMMOCTb andhbchepeHUMPOBaHHOMO NOAXOAA K JSIeYeHMIO,
KOTOpOEe B NepBYI0 0uepeib AOMKHO BbiTb HanpaBneHo
Ha yCTpPaHeHWe MPUYUH OUCIMNUOAEMUU, T. €. Xonec-
Tasa 1 anfioMMMYHHOMO NMOPAasKEHUs MEYEHHU, YTO U Bbino
peann3oBaHO B OMMCaHHOM Crly4Yae NMyTeM 3cKanauum
MMMYyHOCYnpeccuBHol Tepanun. OTCyTCTBME aTeporeH-
Horo acpcpekTa npu obpasosaHum J1N-X Takke He ABNA-
€TCA NMOBOAOM [N NPUMEHEHUS pafMKasibHbIX METOLOB
Tepanuu, B YaCTHOCTM nnasMadpepesa unu copbuum
MNUOOB.

TakvuM obpasoM, gaHHOe HabrniopeHue paclumpseT
NPeACcTaBfEHNS O CMEKTPe OCnoskHeHui nocne TICK
M nofyepkuBaeT HeobxoaMMOCTb BKIloueHus JIn-X B
omdpdpepeHUmanbHyio AMarHOCTUKY TAKeNown runep-
XonecTtepuHemMun, ocobeHHO MpuM COMYTCTBYIOLLEM
xonecTase. B ycnoBusax negmaTpuyeckon TpaHCnnaHTa-
LIMOHHOW MpaKTUKM 3TO npuobpeTaeT ocobylo akTyasnb-
HOCTb BBMAY OFPaHUYEHHOCTM OaHHbIX U MOTEHLMANbHO
TSKESbIX NOCNEACTBUN.

UCTOYHUK ®UHAHCUPOBAHUA
He ykasaH.

KOH®JITUKT MHTEPECOB
ABTOpbI CTaTbi MOATBEPAMIU OTCYTCTBME KOHDNIMKTA MHTEPECOB, O
KOTOPOM HeobXxoanMo CooBLLNT.
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