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Pe3ilome

HacrnieictBeHHbIe 6071e3H1 0OMeHa BeIlecTB — re-
TeporeHHast rpyria 3abo/eBaHui, JUAarHOCTHKA KO-
TOPBIX TPEACTAB/ISIET TPYAHOCTH B TI€UATPUUECKON
Y TepareBTHUeCKOH MpaKTHKaX. JTH 3a00/1eBaHuUs 10
HACTOSIILIET0 BPEMEHU OCTAFOTCSl Masio U3yUYeHHBIMU
He TO/TBKO B Halllel CTpaHe, HO U 3a pybexxom. Kmu-
HHYeCKHe CHMITTOMBI 3a4acTyi0 HeCrelu(pUUHbI U
TPOSIB/ISTIOT Cebsi 0BIIeTepaneBTHUeCKoi aToorH-
el, 00yC/aB/IMBast «LMPKY/SILIUIO» TAKUX MALIEHTOB
B 001ieli ceTu Ge3 BepHOro auarHo3a. B crarbe rpef-
CTaBJ/IeHbI COBPEMEHHbIE [IaHHbIe 0 MeXaHU3Max pa3-

BUTHS, 0COOEHHOCTSIX K/IMHAUECKON KapTUHbI, MeTO-
JiaX AMarHOCTUKY 00sie3H HaKOIUIeHUst 3()HPOB XO-
JIeCTepHHa, yKa3aHbl SIHZIeMHUOIOTHYecKre JaHHbIe
1 0cobeHHOCTH 3THOTIaToreHe3a. [IprBeieHo ommca-
HHe C/Tyvasi TPYJHOTO MyTH K JUarHOCTHKe fedek-
Ta JIM30COMHOM KMC/IOW JIWMa3kl, NOgUepKHyTa BaXK-
HOCTb K/TMHUUECKOW HaCTOPOXXKeHHOCTH B OTHOLIIe-
HUM pefiKiX Oosie3Hell HaKoIIeHys.

Knruesslie c1oBa: 60/1e3H6 Bosibmasa, 6oses-
HU HakorvieHus, AuddepeHIaNbHbBIA [AUarHo3,
XOJIeCTEePHH, JIM30COMHasl KUC/Iast JIUMasa, KIHHU-
YeCKUH c/ydaid, reHeTHUeCKoe 3abosieBaHme

Abstract

Inherited metabolic disorders represent a
heterogeneous group of diseases which are difficult
to be diagnosed in pediatric and therapeutic practice.
Their clinical symptoms are non-specificand common.
Here we discuss epidemiology, pathophysiology,
signs and symptoms, and diagnostics of lysosomal
storage diseases. We also describe a clinical case

of Wolman disease underlining the importance of
clinical alertness on inherited metabolic disorders.
As a replacement therapy for these diseases is
rapidly developing, a proper diagnosis is of crucial
importance to improve prognosis and quality of life.

Key words: Wolman disease, lysosomal stor-
age diseases, differential diagnosis, cholesterol, ly-
sosomal acid lipase, clinical case, genetic disease.

BBepeHue

JIu3ocoMHass KuC/asi Jidra3a — 3TO BaKHBIM
(hepmMeHT KieTOuHOro MeTabonu3ma, obecrieurBa-
FOLIUH pacirierieHye 3¢upoe xonectepuna (XC) u
tpururiepuoB (TT'). Dta peakius obecrieunBa-
eT (hopMHUpPOBaHUE KJIETOYHBIX MeMOpaH U TIPOYHX
CTPYKTYPHBIX 3/1eMeHTOB U (epMeHTOB. CHHTe3

nmaHHoro (epmeHTa kKopupyetcsi reHoMm LIPA, mipu
MOSIBJIEHUY BPOKAEHHOM MyTaLluyd KOTOPOro Mpo-
HCXOAUT CHIDKEHHe aKTHBHOCTH JIMIa3bl, Hapylle-
Hue Metabom3ma s¢upos XC u TT, mporpeccupy-
Iolljee HAKOTI/IeHWe UX B IM30COMax KjeTok. Hepo-
ctatok cBobogHoro XC BC/ie[CTBUE JTM30COMAIlb-
Horo 3axBata 3¢upoB XC MPUBOAUT K CHKEHHIO
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WHIMOUPOBaHUS M0 THUITy 0OpaTHOW CBfA3W 3-TH-
JIPOKCH-3-MeTU/IIIFOTapy/l KO3H3UMa A peflyKTa-
3bl, K TOBBIIIEHHOMY cuHTe3y XC M aKkTHBalUu
peLieNTOPOB JIMTMIONPOTEMHOB HU3KOM TJIOTHOCTH
Ha KJIeTOYHBIX MeMOpaHax. Takue Metabonmye-
CKYe HapyIlUeHUsl COMPOBOKAIOTCS MOBBILIEHUEM
o6iero ypoBusi XC, XojecTepyHa JHMONPOTEN-
HOB HU3KoM rnotHocTH (JIITHIT) u TT' B chiBOpOT-
Ke KPOBH, a TakKKe CHIDKEHHeM XOsleCTepUHa JIU-
TIOTIPOTEMHOB BbICOKOM rioTHOCTH (JITIBIT) B ChI-
BOPOTKe KPOBH, T. €. JUArHO30M «JUC/IANTUIeMUS
IIb-tuma» [1].

YacToTra BcTpeuaeMoCTH AedeKkra 130COMHON
kuc/oi avnassl ([JIKJT), no pasHbIM UCTOYHHKAM,
cocrassnser 1:40 000-1:300 000, gaHHBIX MO MU-
Jemuosioruu B Poccun HeT, ofHaKo o)KujjaeMast ua-
crota— 1:100 000 [2]. Bo3pact Hauasa 3aboseBa-
HHsI, TEMITbI €ro POrpecCcUpOBaHUs BapHabebHbI
B 3HAUMTE/IbHOW CTereHd U MOTYT OBbITh CBsI3aHbI
C TIPUPOJIOY JIeXKalllX B OCHOBe MyTaL[Uil U KOJIU-
YyeCTBEHHBIM T10Ka3aTesleM 0CTaTOYHOM (hepMeHTa-
THUBHOW aKTUBHOCTHU.

OCHOBHBIMU OpraHaMHU-MHILIEHSIMH, B KOTOPBIX
rpoucxoAuT HakorieHue 3¢upoB XC u TT' npu
JJIKJI, sBASItOTCS Cesie3eHKa, IMeueHb, MOKeny-
nmounast >xkene3a (IDKIK), cmm3ncTasi TOHKOTO KH-
LIeYHHWKA, KPOBEHOCHBIE COCY/bI, HaJTI0UeUHUKHY,
TaK KakK Ha [TOBEPXHOCTU 3TUX OpPraHOB OIpejessi-
eTCs BbICOKas MJIOTHOCTH perjentopoB JITTHIT. Ot-
noxxeHre 3¢pupoB XC B TKaHU IeYeHU MPUBOJUT
K MMKpOBe3UKY/IsIpHOMY cTearo3y. [loBpexzeH-
Hble TeMaToLUThl 3aMellalTCsl COeSUHUTETbHON
TKaHBO, Pa3BUBAIOTCS GUOPO3 U LIUPPO3 TIeUeHH.
[oBpexkaeHWe CIU3UCTON O0OIOUKM KHIIIeUHWKA
BbI3bIBAET Pa3BUTHE MajbabCOPOLMKM U Masbau-
recTHH, TPOSIB/SIOIIMXCS Pa3HOM CTeNeHbI0 BbI-
PaKeHHOCTU [jMaper, MeTeopr3MoM, CTeaTopeel,
a TaKXKe CHHZAPOMOM H30BITOUHOrO OaKTepuasb-
Horo pocra. CrijileHOMerasusi Takke MOKeT OBITh
CBsi3aHa ¢ HakorieHHeM 3¢upoB XC B K/eTKax, C
pa3BUTHEM MTPOrpeCcCUpOBaHUs 3a60/1eBaHMs, TIOp-
TanbHOU TumepTen3ueii [3,4]. ITopakerne TDKXK
B pe3ysbTaTe 3abo/eBaHus B JUTepaType oOluca-
HO HeJ0CTaTOYHO MOAPOOHO, OfHAKO [OCTOBEp-
HO U3BECTHO, UTO, KakK ¥ B JTI000M IlapeHX1Maro3-
HOM oprase, 3¢Upbl HaKarIMBalTCs B JIN30COMax
KJIeTOK C pa3BUTHEM BOCIMaseHusi, 00pa3oBaHUEM
KaJIbLJIHaTOB.

Takum o6pa3om, HakorieHye 3¢upoB XC u TT' B
opraHax CONpOBOXK/|aeTCsl AUC/TUITU/ieMyeld C ITOBbI-
LIeHHBIM ypoBHeM 0011iero XC B CbIBOPOTKE KPOBH,
BbIcOKUM ypoBHeM JIITHII, cHwkenuem JIIIBII, a
TaKKe BO3MO)KHBIM I10BbIlIeHreM ypoBHs TT.

Vcropruecku BBIIENSIIOT 7IBe  KJIMHUYECKHe
dopmbr [JJIKJI: paHHIOO W TO3[HIONW. PaHHss
(dopma (HemocpesicTBeHHO Oosie3Hb BosnbMmana) —
pedkasi ObICTPO pa3BUBAIOIIASCS TIPOTPECCUPY-
torrfasi popma AJTKJL, TIpOSIBAISIFOITIAsACS C TIEPBBIX
MeCsIL|eB JKM3HU pebeHKa, TIPUBOJSIIAS K IPEeX-
JleBpeMeHHOI CMepTH B Bo3pacTe fio 1 roza, me-
JMaHa Bo3pacTa CMEpPTH MaljMeHTOB COCTaB/seT
3,7 mecstieB [5]. Y miafieHileB OTMeUaeTCsl TIpak-
TUYeCKU TI0JIHOe OTCYTCTBHE aKTUBHOCTU ¢ep-
MeHTa (aKTMBHOCThL ()epMeHTa COCTaBJIsSIeT MeHee
1% OT HOpMBI) U CTpeMHUTe/IbHOe TeueHHe 3abo-
neBanus. Takass (opma XapaKTepu3yeTcsi 3HauM-
TeJIbHBIM TIOBPEXKJEHHEM W yBeMYeHHeM Iieve-
HU U Cejie3eHKH, CyO(peOpUIMTeToM, HapacTaroT
BSJIOCTh, afaTws, acTeHusi, Tuneppedekcus. Be-
OyUMdA CUHAPOM — ManbabcopOiys (HapyleHue
YCBOEHUS TIMTATe/bHBIX BEL[eCTB B KUIIEUHUKE),
YTO SIB/ISIETCSI TIPUUMHOMN 3aZIep>KKU (PU3UueCKOro
pa3BUTHSL.

[Mo3auss dopma JJIKJT — 60/1€3HE HAKOTI/IEHUST
s¢upoB XC. 3aboneBaHue BriepBble OBUIO OMHCA-
HO B 1963 1., korzaa Fredrickson coobmmun o ciy-
yae BbIpa)KeHHOMW TUIepxoJieCTepuHeMHUH, reraro-
MeTaJTMM 1 HaKOTUIeH!sI 3(UPOB XOeCcTeprUHa MpU
WCC/IeJOBAaHUM OUOTICUIHOTO MaTepuasa IeueHu
12-neTHero ManbuMka. Y [eTell ¥ B3pPOC/bIX Ha-
GrroaeTCs coueTaHue UCUITUIEMUH, rerartoMe-
raJiny, TIOBBIIEHUsT YPOBHS TPaHCaMKHa3, aMHJIa-
3bl, KUPOBOW UH(U/IBTpaliK opraHoB [6,7]. TaH-
Hasi opMa XapaKTepr3yeTcs TTO3JHUM HauaaioM U
MeZJIeHHbIM TIPOTPeCCHPOBaHUeM KIMHUYEeCKUX
TIPOSIB/IEHUA M OpraHHBbIX W3MeHeHWUH. AKTHB-
HOCTh (hepMeHTa Mpu JaHHOH (hopme 3abo/eBaHuMs
cocraBnsieT 1-12% ot HopwMmeI [8, 9]. Bo3pacT Ha-
yasia 00jIe3HM HAXOAUTCSl B OOJIBIIOM JMaria3oHe
— oT 2-x go 25 netr. OnHa U3 Haubosee Mo3zHeH
K/IMHUYeCKOM MaHudecTaluuu 3ab0neBaHusI OIMU-
caHa y 68-nmeTHeli >keHI[UHBI. KiTMHUYecKue Tpo-
SIBJIEHUS] BapbUPYIOT OT OECCUMITTOMHOIO [0 Tsi-
JKeJIoro TopakeHus1 TieueHd. OHAKO /1e010T BO3-
MOXKEH C JIF000T0 OPraHHOTO MOpakeHusi. MHorue
NalMeHThl JIUTeTbHBIN TIepro/] BpeMeH! HabJro-
[aroTcst B 0011el BpaueOHOM CeTH C UarHo3aMu:
ceMeliHasi TUIIepXoJieCTepUHEeMUs], ceMeliHasi KOM-
OUHUPOBaHHAS THUTIEPJTUITHIEMHUS], HEATKOTOTbHBIN
CTeaTorenaTuT, HeaKoro/ibHasi KMUpoBasi 00/1e3Hb
TIeueHH, KPUITOTeHHbIM TeNaTUT WK [Uppo3 Tie-
YeHH, XPOHWUeCKUI TaHKpeaTuT. [1o3TOMy 3HaHHe
CUMITTOMOB JIaHHOTO 3a00/ieBaHusl, TIpaBU/IbHAs
VHTEepIIpeTalysl KIMHUKO-1ab0paTOPHBIX pe3yJib-
TaTOB MCC/IeIOBaHUsI TO3BOMAT B Oosee paHHME
CPOKHU YCTaHOBUTH [JUArHO3 U Ha3HAUMWTb TaTore-
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HETUUEeCKYI0 Teparuio WM OTIPaBUTh K Crelya-
JIUCTY COIVIACHO MapLIPyTH3aLllu.
JrarHocTMUeCKU M/1aH BK/IHOYAeT Psifl PyTHH-
HBIX UCC/IeIOBaHUM, KOTOphIe TIOMOTYT B /laibHel-
IIIeM COPMEHTHPOBaTh Bpaua Ha liesieHarpaB/ieH-
HBIM TIOKMCK. 3aro03puTh Oone3Hb BonbmaHa BO3-
MOXKHO y pebeHKa MepBbIX MeCSLEB KU3HU C To-
CTOSIHHOW pPBOTOM WM JAUapeel, OTCTaBaHUEM B
pa3BUTHH, TelaToCI/IeHOMeranaieil U CUH/POMOM
ManbabcopOLMK. YBe/JMUYeHHble HaZOUeYHUKH
C TpU3HaKaMHU KajbLU(pUKaLUK SIBJSIOTCS Hero-
CpefCTBEHHBIM KJIFOUOM K TTOCT@HOBKE /MarHo3a.
Y B3pOCJIBIX, BBU/IY JIATEHTHOTO TeUYeHUs], 1arHo-
CTHKa MOXXET BbI3bIBAaTh 3aTpyAHeHWs. KimuHnue-
CKHWI aHam3 KPOBH OOJIBHBIX C JAHHOM MaTo/I0TH-
elf MOXKeT BBISIBUTh aHEMHIO, TPOMOOLIUTOIIEHHIO,
JIelKOIeHrI0; OMOXUMUUEeCKUi aHanu3 KpoBU 00-
Hapy)KrBaeT TIOBBIIIEHHe aKTUBHOCTH (hepmeH-
TOB (a/1aHMHaMHUHOTpaHCdepasbl, acrapraramu-
HoTpaHcdepasbl, aMuiasbl), TUIEPX0JieCcTepruHe-
MUIO, THUIePTPUIULIEPUEMHIO; B JIUITHOTPaMMe
— yBenuueHue KoHueHTpauuu JIITHII, y MHOrux
OO/BbHBIX CHIDKEHO KomnuecTBo JITIBIT B KpoBH,
IIPY aHa/M3e arojMIoNpPOTeMHOrpaMMbl Y 6071b-
IIMHCTBA OOJIbHBIX BBISB/ISIOT MOBBIIIEHNE YPOB-
Hs OCHOBHOrO arnosmnonporensa JIITHIT — armo-
yunonporerHa B [7]. CoHorpaduueckoe wccie-
JIOBaHWe W MAarHWTHO-Pe30HaHCHasi TOMOrpagus
OpraHoB OPIOIITHOM TI0JIOCTH TI03BOJISIIOT BBISIBUTH
yBe/IM4YeHue IeueH! (CTeaTo3 NedeHn) U, Pexe, ce-
nezenku u IDKOK [3,8]. 30/10ThIM CcTaHapTOM AU-
arHOCTUKM OCTaeTCss OMOXMMHUEeCKoe TeCTHPOBa-
HUe aKTUBHOCTH (pepMeHTa JTM30COMHOU KHCIOH
ymunassel [7,10]. MoseKynsipHO-reHeTHUeCKoe WC-
cliejoBaHUe: BbisiBjleHUMe MyTauui B reHe LIPA,
kopupytoieM JIKJI, siBasieTcd AOMOMHUTENbHBIM
MEeTOZIOM UCC/IefioBaHusl. XOTs1 OOMBIIMHCTBO MO-
P&KeHHbIX MalLMeHTOB SIBJISIFOTCS TOMO3UTOTaMu
WY KOMIIQyH/I-TeTePO3UroTaMy B OTHOILLIEHUU My-
tarmii reda LIPA, y HEKOTODBIX TAlleHTOB MOTYT
MMeTb MeCTO MHTPOHHBbIe MYTAlliH, He BbISBJIsie-
MbIe [pY NPOBe/IeHUH CTaHapTHOIO FeHeTHYe CKo-
ro CKpUHHUHTa (onurcaHo cBbiie 40 MyTarjuii reHa
LIPA) [10]. JuarHo3 cTaBUTCS HA OCHOBaHUU CO-
BOKYITHOCTH pe3y/bTaToB 1ab0paToOpHOro Hcce-
JIOBaHMsI, MOJIEKY/ISIDHO-TeHEeTUYeCKOro aHasiu3a,
K/IMHUYeCKUX JaHHbIX. OCOOEHHO Ba)KHBIM SIBIIsI-
eTcsi MHGOPMHUPOBaHKE TAIJeHTOB O BO3MOYKHO-
CTU TIpeHaTaJbHOM U MpeUMIUIaHTallMOHHOU JU-
arHocTUkU. [IpeHarasbHasi [UarHoCTUKa IPOBO-
marcst Ha 9-11 Hefensix GepemeHHOCTH. B Marepu-
ane (BOPCUHBI XOPHOHA) OMpeJesitoT aKTUBHOCTD
(hepMeHTa ¥ IPOBOJST TeCTUPOBaHKeE /1JIsl BhIsIBIIe-

HUSI MyTaluii B reHe. Ha ocHOBaHMM ITpOBe/IeHHO-
TO aHa/IM3a JIeIatoT BBIBOA: OOJIeH II0f Uu 370-
DOB.

ITo HeJlaBHEr0 BpeMeHH JjieueHue O0bHBIX C JIU-
30COMHBIMU 00JI€3HSIMU HAKOTUIeHUSI HOCUJIO CUM-
NTOMAaTUYeCKUl XxapakTep. B Hacrosiee Bpems
CUTYyaLUsi KODEHHbIM 00pa3oM HM3MeHU/ach: yBe-
JIMUMBAETCST UUC/I0 Pa3pabOTaHHBIX ¥ BHEAPEHHBIX
B MPAaKTUKY Pa3/IMUHBIX MOX0J0B K Teparuu 3TUX
3abonieBanuii [6]. CpaBHUTE/NEHO HEJABHO 3ape-
TMCTPUPOBAH Mpernapar, Mpe/CTaBsomui coboi
pekoMOUHaHTHYIO (hopMy (hepMeHTa JIM30COMHOM
KHCJIOH JIUMas3bl, KOTOPBIN BOCCTaHAB/IMBAET HeZlo-
cratok epmenTa. ITpernapar MOsBU/ICS Ha PhIHKE
B CIIIA, EBponeiickom Cotro3e, fAnonuu. Ha tep-
putopun P® oxujjaeTcs perucrparys rpernapara,
T03TOMY BBHJY OTCYTCTBUS IaTOTe€HETUYeCKOM
Tepanuu 6a3uCHBIM SIB/SIETCS CUMITTOMATUYeCKOe
neuerve. HebmaronpusiTHeli nporHo3 npu JJTKJT
TpebyeT CBOeBPeMEHHOW AWarHOCTHKK U Teparuu
3abosieBanusi. Hamure KpuTepueB [UarHOCTUKA
JJIKJI mio3Bo/isieT OBICTpee 3amof03pUTh 3aboite-
BaHMe U MIPOBECTH TeCT Ha OTpe/iesieHre aKTUBHO-
CTH JTM30COMHOM KUC/I0M urasel [11].

[IpuBefeHO ormucaHWe KJIMHUUECKOTO Ciydasi
[UINTE/IbHO HEpacCro3HAHHOW 00Jie3HU HaKoIie-
HUsI 3¢UPOB XOJleCTepHHA TI07, MACKOM 4acTo pe-
LUIMBHPYIOLLIEr0 OCTPOro NaHKpeaTUTa.

KnuHunueckum cnyuam

IMaupentka C., 33 jet, ¢ 2010 r. HabmomaeTcst
amOy/1aTOpHO C peLUIMBUPYIOIMM O0/ieBbIM ab-
JOMUHAJIbHBIM CHHZIDOMOM B JIeBOM ToZpebepbe U
SMUracTpuy, pe)pakTepHbIM K CTaHZAPTHOW Cria3-
MOJIUTHUECKOW Teparnuu. [lepBasi rocruranmsanus
Oblla B XUPYpPruyeckoe OTZe/eHre 10 MeCTy KU-
TenbcTBa B 2010 T. ¢ IMarHO30M OCTPBIM MaHKpea-
TuT. [To ganHbM Y3U: mapanaHkpeaTiueckuii UH-
¢uneTpar, 1ab0paToOpPHO THUIepaMUIa3eMHs], LIUTO-
JIN3 MUHHAMAJ/IbHOM BBIPa’KEHHOCTH (JJ0 ZIBYX HOPM).
B 2011 r. petiuiuB 60/1€BOTO CHH/IPOMA, BHOBB Jie-
YyeHUe B XUPYPrUUeckOM OT[eJIeHWH, Mapak/JIuHU-
YeCKH CBOOO/IHAsI )KU/IKOCTD B Ca/TbHUKOBOW CYMKe,
J1ab0paTOpHO BHOBL TIOBBIIIIEHNE aMuU/Iaskl U Teve-
HOYHBIX (pepMeHTOB. B rtoHe 2014 . BHOBb TPUCTYTI
TIAaHKPeaTHTa, OC/TI0)KHEHHOTO PEeaKTUBHBIM ILIEB-
pUTOM, OCTPOM s3BOM >Kenypka. B Hauanme 2015 .
MaHu(eCcTUpOBa CaxapHbI AuabeT (MHCYIUHO-
Tepanwsi), B ceHTsiope 2015 . — BHOBb CTallMOHAp-
HOe JieyeHHe T10 TIOBOZly OCTPOTO MaHKpearuTa, cTe-
PU/BHBINM TAHKPeOHeKPOo3, (POPMUPYIOLIAsACs KHUCTa
rosioBkr TDDKOK, BriepBele ucciefjoBaHbl MoKasare-
JIA JIANIMHOTO OOMeHa: BBISIB/IEHA TMIIepXoJiecTe-
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puHemusi 12,5 mmons/n. [IpoBoguiack KOHCepBa-
TUBHAsl Tepanusi MO CTaHJApTy BeJeHus MaHKpea-
THTa, aMOy/IaTOPHO Ha3HAU€eHa Teparvisi CTaTHHAMH,
6e3 naboparopHoro 3ddekra B TUHAMUKE.

B Hosibpe 2015 . B CBSI3U C peLAMBHPYIO-
mM  00JIEBBIM  CHHZPOMOM U He3(pdeKTHBHO-
CTBIO Teparvy, HarpaB/ieHa Ha jiedeHue B racTpo-
sHTeposiornueckoe otneneHnn ['AY3 «Kemepos-
cKasi obracTHasi KIMHWYecKass OOMbHMIIA WMEeHU
C.B. Bensiera». BriepBble ucciefoBaH JUAMHIHbIN
npodusib: TUMepxosiectepuHeMuss 9,8 MMOIB/I,
Tpurmyepuabl 13,8 mmons/n, JITTHIT 3,69, JIII-
BIT 0,74; no panHbiM Y3U BHOBb OmMcaH mapa-
TIaHKpeaTHueCcKnii HMHOWIBTPAT CO CKOTUIEHHeM
JKUIKOCTH, CIUIEHOMerajus, /1abopaTopHO coxpa-
HSJIOCh TIOBBILLIEHWE amusiasbl KpoBu A0 120 ex/n,
ACT 56 exn/n, AJIT 60 en/n. Ucknrouancst ayTto-
VMYHHbIH TaHKPeaTrT, MyKOBUCLIHZ03, TPOMOO3 ce-
Jie3eHOUHOM BeHbl. [IpoBejieHa OGUOTICHST KOXKH, TI0
JlaHHBIM TMCTOJIOTMYeCKOr0 UCC/IeJOBaHUSI — KCaH-
TOMaro3. BriepBble BbICKa3aHO MpeJIIONoKeHHe O
IJIKJI. PekoMeH/10BaHO /1000C/Iel0BaHIe Ha JIU30-
COMHYIO KHC/IYIO Jlinasy, ogHako fo utons 2018 r.
TaljeHTKa UCCc/eZioBaHre He BBITOMHSMA. 3a 3TOT
TIeproy, HeOJHOKPAaTHbIe TOCMIUTAMNA3alN B XUPYP-
rMYeCKoe OT/ieJIeHHe 110 MeCTY JKUTe/bCTBa ¢ bosie-
BBIM CHH/IDOMOM. KoHCepBaTHBHas Tepamnus C Kpat-
KOBPeMeHHBIM TIO/IOKUTeTbHBIM 3 dexrom. B mro-
He 2018 r. uccnenosaHa Kposb Ha JIKJI, pe3synsrar
TIOJIO’KUTEbHBIM, MaljieHTKa HarpaB/jieHa Ha KOH-
Cy/IBTaLIMIO K Bpady - JIUIH0/IOTY B HAyUHO-KUCCIIe-
ZIoBaTebCKUM UHCTUTYT (T. MOCKBa).

3aknioueHue

OnucaHue JaHHOTO KJIMHUYECKOro Ciyuas fe-
MOHCTPHUPYET HEeJ0CTAaTOYHYI0 HAaCTOPOKEHHOCTh
CTIeIMAIACTOR PA3HOTO TIPOGW/IS B OTHOIIEHHH
Oosie3Heli HakoryieHus. ba3oBble 3HaHUS 00 0CO-
OeHHOCTSIX MPOsIB/IEHUI TTOJ06HO narosioruu 06-
yCJIaB/IMBAIOT BO3MOXXHOCTb BepUGUKAL[UK Pe/KO-
r'0 OpraHHoro 3ab0/1eBaHMsL.

B mocneqHre rofpl 3aMeCcTUTEe/bHAs Tepartust
[AHHOM TIAaTOJIOTHM CTPEMUTENIbHO pa3BUBAETCH,
HMMEHHO T[I09TOMY CBOEBPEMEHHOEe pacIio3HaBa-
Hye 0osie3Hel HaKOIUIeHHsI 0COOEHHO BaXKHO IS
MPOTHO3a W KauecTBa >KU3HU. [IpoBesieHMe 3ame-
CTUTEJTLHOM (hepMEeHTHOM Tepariiu sSB/IsSeTCs B Ha-
CTosIITiee BPeMsl BIIOJIHE peasibHbIM COObITHEM /ISt
MareHToB. [I/isi pOCCUACKUX TMAl[HEHTOB YKe N0~
CTYITHO TIATOTEHETHUECKOE JIeUeHHe B paMKaX K/Tu-
HUUECKHX HUCC/IeOBAHUM U TI0 )KU3HEHHBIM TTOKa-
3aHUsM.
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