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A CLINICAL CASE OF URBACH-WIETHE DISEASE

M.Yu. Kobernik*, V.D. Elkin, T.G. Sedova
E.A. Vagner Perm State Medical University, Russian Federation

[IpencTaBneHo KITMHUYECKOE ONUCAHUE 60e3HH Ypbaxa — Bute (JIMIOUAHOrO POTENHO34) — YPE3BBIYANHO
PEIKOH IaTONOTUY, B HACTOANIEe BpeMs u3BecTHO Bcero 300 cryyaeB. DTO HACIE/CTBEHHOE 32007IEBAHIE,
NEPEAETC N0 AYTOCOMHO-PELECCBHOMY THUINY, CBA3AHO C MYTAIMEN I'€Ha BHEKIETOYHOIO MaTpukca 1
(ECM1), pacnionoxeHHOro B xpoMocoMe 1, okyc 1q21. B OCHOBE JIEKUT HAPYIIEHNE CUHTE3d KOUIATEHA U
OTJIO)KECHUE THAJIMHA B JIEPME B/IOJIb KOJUTATEHOBBIX BOMOKOH, B CJIM3UCTBIX OOONIOYKAX, HHOIVIA BO BHYTPEH-
HUX OpraHaX. XUMUYECKUI COCTAB I'MAIMHA TTOMHOCTBIO HE ONPEIENICH; OTMEUYEHO, YTO B HETO BXOJAT KOJLUTA-
TeH, ITIUKONPOTEN/BL, JIIIN/BL, TIPOTEONNIMKAHDL 3a00/IEBAHNE HAYMHAETCA B PAHHEM JETCTBE U XAPAKTEPU-
3yercs usMeHeHneM JIOP-OpraHoB U KOXKH, OATBEPAKNAETCA TUCTOIOTHYECKIM UCCIEN0BAHNEM, TIPU KOTO-
POM BBIABISIIOT YTOMIIECHUE JIEPMBL, AETEHEPAIINIO KOJUIATEHOBBIX BOJIOKOH, THAJIMHO3 C OTIIOKEHUEM BOKDPYT
COCYIIOB, B UX CTEHKAX, BOKDYI' IIOTOBBIX JKEJIE3 JIEHTOBUJHBIX, CIA00303MHO(PUIIbHBIX, I'OMOIECHHbIX, BE-
IECTB, B COCTAB KOTOPBIX BXOAAT (POCHOMMIIN/IBL, MECTAMU MOTYT OBITh IEIN C OTTIOKEHUAEM JIATHOB.

[Tanmentka B., 1990 roaa pox/aeHus, 34601€BaHAE HAYAIOCh TIPAKTUYECKU C POXK/ICHUA C MOSBACHUA NOJHU-
MOP(HBIX BBICHITAHNH HA KOKE U OXPUIIIOCTH T0710Ca. B 1999 1. OBUIO BBHINOIHEHO I'HCTONOTTIECKOE UCCTIE-
JIOBAHME TOPAKEHHON KOKH, OATBEPAUBIICE JUATHO3 JUIIOMAHOTO IIPOTEMHO32 Ypbaxa — Bute. KoxXHbIN
MATONOTMYECKUI TPOLIECC PACTIPOCTPAHEHHBIH, CHMMETPUYHBIN, Ha JIMIIC TIPE/ICTABICH CETUYATON TENCAHIU-
IKTATUYECKOHN 3PUTEMON, 110 KPAI0 HIDKHUX BEK PACIHONATAIOTCA MWIHAPHBIE Y3EJIKH, OXOKUAE HA HUTKY
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skemuyra. OnpesiensaeTcsl TUMOIUIA3KS U 3ACTOMHAA SPUTEMA VIIHBIX PAKOBUH. Ha TynoBuie 1 KOHEYHOCTX
JIEHTHKY/IAPHBIE IIAITY/IbI KENTOBATOIO LIBETA, B 00/1ACTH PA3IUOATENLHON IIOBEPXHOCTH JIOKTEBBIX CYCTABOB —
BOCKOBH/IHBIC TIOJYIIPO3PAYHbIE OJIANIKY IVIOTHOBATOM KOHCUCTEHLMH. TaloKe HA JIMIIE, TYJIOBUIIE U KOHEY-
HOCTSIX BBIBJICHA BTOPUYHAS THIEPIIUTMEHTAINA ¥ OYArd aTpouu. KoKHBIE M3MEHEHHUS COMPOBOX/AIOTCA
nopaxenueM JIOP-0praHos B BUJE IByXCTOPOHHEIO BEPXHEUEMIOCTHOIO CUHYCUTA, (PPOHTUTA, XPOHUYECKO-
IO (PAPUHIUTA, XPOHUYECKOTO JIAPVHIUTA.

Oco60€ 3HAYEHUE NMEET COMYTCTBYIONMIAS MATONOTHS: TIONUBANICHTHAS CCHCUOMIN3ALNS, XDOHMIECKNN Tela-
TUT B, AVCKMHE3NA XKEMYEBBIBOAALINX IyTEN HA (POHE AE(POPMALIUH KEMTUHOIO ITy3bIPS, XPOHUYECKHIT IACT-
ponyoneHuT. [TanuenTKa HaxXoanuTCA Ha MHBAIAAHOCTH ¢ 2000 T, HYXIA€TCA B JUCIAHCEPHOM HAOMIOCHUN U
KOPPEKIMH BCEX BBISIBICHHBIX HAPYIICHUI.

Kmouessie coBa. JIMIOWHBIH IPOTEHHO3, 601e3Hp Ypbaxa — Bure, renerndeckoe 32001€BaHNE, TOPa-
xeHne JJOP-OpraHos 1 KO, THCTOJIOTMYECKOE UCCIEJOBAHUE KOKU.

A clinical description of Urbach — Wiethe disease (lipoid proteinosis), an extremely rare pathology, is presented,
currently only 300 cases are known. This hereditary disease, transmitted by an autosomal recessive type, is asso-
ciated with a mutation of the extracellular matrix 1 (ECM1) gene located on chromosome 1, locus 1q21. It is
based on a violation of collagen synthesis and deposition of hyaline in the dermis along the collagen fibers, in the
mucous membranes, sometimes in the internal organs. The chemical composition of hyaline is not completely
determined; it is noted that it includes collagen, glycoproteins, lipids, proteoglycans. The disease begins in early
childhood and is characterized by changes in the ENT organs and skin, confirmed by histological examination,
which reveals thickening of the dermis, degeneration of collagen fibers, hyalinosis with deposition around the
vessels, in their walls, around the sweat glands of ribbon-like, weakly eosinophilic, homogeneous substances,
which include phospholipids, sometimes there may be cracks with deposition of lipids.

Patient V., born in 1990, the disease began almost from birth with the appearance of polymorphic rashes on
the skin and hoarseness of the voice. In 1999, a histological examination of the affected skin was performed,
confirming the diagnosis of lipoid proteinosis of Urbach — Wiethe. The skin pathological process is wide-
spread, symmetrical, on the face it is represented by reticulated telangiectatic erythema, along the edge of the
lower eyelids there are miliary nodules similar to a string of pearls. Hypoplasia and stagnant erythema of the
auricles are determined. There are yellowish lenticular papules on the trunk and limbs, waxy translucent
plaques of a dense consistency in the area of the extensor surface of the elbow joints. Besides, secondary hy-
perpigmentation and foci of atrophy were detected on the face, trunk and limbs. Skin changes are accompa-
nied by lesion of the ENT organs in the form of bilateral maxillary sinusitis, frontitis, chronic pharyngitis,
chronic laryngitis. Concomitant pathology is important: polyvalent sensitization, chronic hepatitis B, biliary
dyskinesia against the background of gallbladder deformation, chronic gastroduodenitis. The patient has been
on disability since 2000, needs dispensary supervision and cortrection of all identified violations.

Keywords. Lipoid proteinosis, Urbach — Wiethe disease, genetic disease, lesion of ENT organs and skin, his-
tological examination of skin.

BBE/IEHUE 6enmanoM (basens, IIBerinapus). B 1925T.

Take B [[[BENIAPUU MOSBUIACH CBEJICHNUS €ITe

Bonesnp Yp6axa — Burte (mpotenHos iu-
IOW/IHBIN) — PEAKOE T€HETHYECKOE 340071€Ba-
HHE META00/IMYECKOTO XAPAKTEPA: B HACTOAIEE
BPEMA U3BECTHO BCETO OKOO 300 cyyaes 1aH-
HOM TaTOJNOTMU. B GOJBIIMHCTBE C1ydaes 60-
ne3Hb Ypbaxa — Bute BeTpedaercs y routaHj-
IIEB U HEMIIEB, B KDOBHOPO/ICTBEHHBIX OPAKAX.
[lepsblit caydat 61 oT™MeueH B 1908 1. mpo-
(beccopom otomapunronoruu Ppuppuxom 3u-
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O TPEX MALUEHTAX C NOXOXUMU CUMIITOMAMHU.
B 1929 1. aBCcTpuiicKUMU J€PMATOIOIOM DpU-
XOM YpOaxoM M OTOPUHONAPUHIONOroM Ka-
MWIO Bute GbUIO 1aHO OUIMATIBHOE OIHCA-
Hye 6onesnu [1].

JIMNOWHBIA [IPOTEUHO3 HACAEAYETCA 110
AyTOCOMHO-PELIECCUBHOMY THUIIY U CBA3aH C
MYTAllMeN T'€HA BHEKIETOYHOIO MaTpuKca 1
(ECM1), pacnionoxkeHHoro B XpoMocoMe 1, Jio-
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Kyc 1q21 [2]. B ocHOBe passuTus 3a6071€BaHNA
NEXUT JePEKT MeTab0MM3Ma KOJUIATEHd, YTO
COTIPOBOKAETCS OTNOKEHUEM THAIMHA B KOKE
BJIO/Ib KOJUIATEHOBBIX BOJIOKOH, BOKDYI' KPOBE-
HOCHBIX COCYZIOB U IIOTOBBIX XKEJE3, B CIU3HU-
CTBIX 000JIOYKAX, MHOIVIA BO BHYTPEHHUX Oprd-
Hax. [TOMHOCTBIO XUMUYECKUI COCTAB I'MAIMHA
JI0 CHX TIOp HE OIPEJENEH; BBIBIECHO, YTO B
HETO BXOJAT KOJUIATEH, IVIMKOIPOTEN/IBL, JIVIIH-
Jibl, IPOTCOIMIMKAHBI [3]. B HEKOTOPBIX ClIyyasx
TAKKe HAOMOMAETCA CUMMETPUYHAS BHYTpPUYE-
pENHAA KAIbIU(PUKALMA C TIOPLKEHUEM MHH-
JIAIEBUTHOTO Tena [4].

326071€BAHNE HAYMHAETCA B PAHHEM JICT-
CTBE C U3MEHEHMS T'OJI0CA, KOTOPBII CTAHOBUT-
C HU3KUM M XPUIUIBIM, MOABJICHUA CyXOTO
KAWL, NHOIVIA CIIACTUYECKON OfbIIIKU. Benes-
CTBHE OTIOKEHUA TMAIMHA HA CIIU3UCTON 000-
JIOYKE PT4, IVIOTKH, TOPTAHH, TTONOBBIX OPraHAX
U NIPAMON KHIIKE (DOPMUPYIOTCSA KENTOBATO-
0enoro 1pera IUIOTHOBATBHIE IIANYIbl U HH-
(PWIBTPATBL, HATOMUHAIOMKE JIEHKOILTAKUIO [5].
B nanpHEmEM BO3MOXHO PA3BUTHE MAKpO-
IJIOCCUU U MAKPOXEWINH, YTO COPOBOKAETCH
HAPYIIEHUEM PEY.

Ha xoxe nu1a, BOMOCUCTON YaCTU T'OMOBHI,
IIEY, NPEAIUICYNH], B MOJMBIIECYHBIX AMKAX, B
00JIACTU KOJEHHBIX, JIOKTEBBIX CYCTABOB, KHC-
T€H U CTOIl BO3HUKAIOT MHOXKECTBEHHBIC T1AITy-
JIBl BOCKOBUIHO-KETOTO 11B€T4. Ha MOBEPXHO-
CTH TIAIyJI MOTYT OOPA30BBIBATBCA BEPPYKO3-
HBIE PA3PACTAHUA M TUIEPKEPATOTHYECKUE
HACTOCHUA. XaPAKTEPHBIM [IPU3HAKOM ABIACT-
€l HAUIMYKE 110 KPAIO BEK MIIMAPHBIX IIPOCBE-
YMBAIONMUX MAITYJ, HOXOKUX HA HUTKY JKEMUYTA
win 6ucep [6]. [Ipy BO3AEHUCTBUM HA KOXY
TPABMUPYIOMUX (PAKTOPOB, B TOM YHUCJIE YIIBT-
papuoneToBoro  ManydeHus, (POPMUPYIOTCH
Iy3bIpY U TyCTYabL [locne paspemeHus 3ie-
MEHTOB OCTAIOTCS aTpoduueckue pyoust [7].
Y HEKOTOPBIX TAIUEHTOB HAOMIOAAIOTC  AU-
(ysHAd AIONENUA, OHUXOAUCTPO(DUH, AHO-
MQJIMA 3yOOB, IIOPAKEHHUE 17143 B Buje O61eda-
POKOHBIOHKTUBUTA U XOpuopeTuHUTa. IIpn

BHYTPUYEPEIHON KAIbIU(UKALMNA MOIYT BO3-
HUKATb SNWIENTU(OPMHBIE TIPUNAJIKH, IMO-
[IMOHAJIbHBIC HAPYMEHNA. B KpoBu 1pu 60s1€3-
H1 Ypbaxa — Bure onpesendiorT NOBLIIEHNE
COY, IUCIPOTEUHEMHUIO U AUCTATIAIEMUIO.

JInarHo3 yCTaHaBIMBAIOT 110 XaPaKTEPHOH
K/IMHAYECKOV KAPTUHE; TAKKE IPUMEHAIOT TUC-
TOJIOTMYECKOE U MHOIId UMMYHOTMCTOXMMUYE-
CKOE UCCIIEJOBAHNUE. [IJ11 BHIABICHUSA BHYTPUYC-
PENHON KaNbLUU(HUKALUKA UCIOIb3YIOT KOMIIb-
IOTEPHYI0  TOMOTPA(QUI0  WIM  MAarHUTHO-
pe30HaHCHYIO TOMOrpaguio. Ilpu rucronoru-
YECKOM MCCIEIOBAHUU BBIABIAIOT YTOJIICHUE
JIEPMBbI, IETCHEPALIUIO KOJUIATCHOBBIX BOJIOKOH,
THATMHO3 C OTJIOKEHAEM BOKPYI' COCYZIOB, B UX
CTEHKAX, BOKPYT IIOTOBBIX JKEJIE3 JIEHTOBU/IHBIX,
C1200303UHO(PUIBHBLX, TOMOTeHHBIX, [ITMK-110-
JIOXKUTEJIBHBIX BEIECTB, B COCTAB KOTOPBIX BXO-
JAT (POCHONUIU/BL, MECTAMU MOTYT OBITh LIE/IH
C OTIOKEHUEM JUIUOB [8]. Ha paHHux craju-
AX 60JIE3HU BO3MOKHO NPUMEHEHHE ICHETHYE-
CKOTO TECTUPOBAHUA [/ ONPEACNCHN MyTa-
i B rene ECM1.

Jleuenne 6oneznn Yp6axa — Bure mano-
3(p(heKTUBHO; IPUMEHAIOT PETUHOU/DL, TEIIAPHH,
VHCYJIMH, COCYAUCTBIE TIPENAPATH (JUIPOMO-
HUV, MATHUA Cy/Ib(AT, NEHTOKCU(PWIIUH, J10a-
30, JUIMPUAMOJ, KCAHTMHOIA HUKOTUHAT,

KYPAHTHII).
KIMHAYECKUY CIVYAK

[Tarmentka B, 1990 roma poxpeHus, 00-
PATUIIACH C KAM0OAMU HA BBICHIIAHUA HA KOXKE
JIULA, TYJIOBUIIA ¥ BEPXHUX KOHEUHOCTEN. M3
AHAMHE32 M3BECTHO, YTO PEOEHOK OT TPEThEH
OEPEMEHHOCTH, MPOTEKABIIEN C YIPO30¥ Ipe-
pbIBAHMA HA (pOHE HEPPOIATUU B CPOKE 8 Me-
CALIEB U 33KOHYMBIIEINCS CPOYHBIMU POJIAMHU.
[IpaKkTUYeCKu C POXIAEHUA OTMEYAIOTCA IOJU-
MOP(HBIE BBICBITAHVA HA KOXKE, 3AKAHUMBAIONIHE-
¢4 BIOPUYHOM TuneprurMenranyeil. Ha nepsom
MeCALE KU3HM HAXOMWIACh HA CTALMOHAPHOM
JIEYEHUW II0 MECTY JKUTEILCTBA C AUATHO30M:
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aronnyeckuit aepmatur. B 11 Mecares BO3HUK
AJUIEPIUYECKUIT OTEK TOPTAHM HA MHTPAHA-
3AIbHBI MHTEP(EPOH. BakumHauus Hayara
C 4 7er, BbI3BAIA BBIPDAKEHHOE OOOCTPEHUE
KOKHOTO TIponeccd. Takke ¢ pOXIAEHUA OTMe-
YA€TCA OXPHUIVIOCTh TOJNOCA, C CEMWIETHETO
BO3PACTa — A()OHHUA.

B 1999T1. Ha OCHOBaHMHU TI'MCTONIOIMYE-
CKOTO MCCNIEJOBAHUA U3MEHEHHON KOXH, 3a-
KIoueHus epmatoseneponora u JIOP-spaua ¢
NOATBEPKACHUEM HANYUA PyoOId HA TONOCO-
BBIX CBA3KAX YCTAHOBJIEH AUATHO3: TUIION/HBIN
nporenHo3 (6onesnp Ypbaxa — Bure). [1ato-
TUCTOJIOTMYECKOE  UCCIEAOBAHUE  OMOITATA
Koxu o1 28.09.1997: B anuziepmMuce 0TMevaer-
€ HE3HAUUTEJIbHBIN PHIXJIBIA THIIEPKEPATO3 C
ABNEHUAMUA  (DOJUIMKYIAPHOIO,  3€PHUCTHIN
CJIOM B OJMH PsAJl KIECTOK. DIUAEPMUC HOP-
MaJIbHOM BeIMYMHbBL He3HayuresbHad 4acTb
KJIETOK MAJIBIIUTMEBOTO €10 B COCTOSIHUM
CpEHEN CTENEHN BBIPAKEHHOCTH BHYTPHUKIIE-
TOYHOI'O OTEKA. basampHag MeMOpaHa COXpa-
HeHa. B iepme cocy/ibl pACIMPEHDL, CTEHKA UX
HECKOJIBKO TPOMU(DEPUPOBAHBL. B 1I€HTpaNb-
HOW 4aCTH TIPENAPATA B CTEHKAX COCYAOB BHUJ-
Hbl 303UHO(DWIBHO OKPAIIEHHBIE OTIOKECHMU,
34 CYET YEer0 OHU 3HAYUTENBHO YTOMIEHBL Tam
K€, B TOJNIE AEPMbl, UMEIOTCA TI'OMOIE€HHBIE,
C1260  303MHO(MWIBHO  OKPAMIEHHBIE  IIOJIA
aMOP(HBIX MACC, BHYTPU KOTOPBIX €CTD IIENH,
nyCTOTHL. [10-BUIMMOMY, 3TO MECTA CKOIUIEHUA
JUIIAZIOB. BOKPYr OTMEYaeTCs JI0BOJBHO MOII-
HBII MH(UIBTPAT, COCTOAIIMI U3 TUCTUOLIUTOB,
JTUM(OIUTOB, €CTb J03MHO(UIBI U TUIA3MOLY-
Thl. 3AKIIOUEHUE: TUCTOJOTMYECKAA KAPTUHA
XAPAKTEPHA I JUIIOUJIHOIO NIPOTEUHO32 Y-
0axa — Bure.

AJIEPTrONOTMYECKAN AHAMHES: HENEPEHO-
CAMOCTb MHTEP(PEPOHA, HUKIOPEPOHA, TUMO-
TeHa, MOMMOKCUIOHUA, OU(pUAyMOAKTEPUHA U
JIAKTOOAKTEPUHA.

HacneacTBeHHOCTD: Y MaTepH JIEKAPCTBEH-
HAs AJUIEPrus, Y IPA6aOyIIKy 10 TUHUN MATEPU
ObUTd OPOHXMAIBHAA ACTMA.
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[lepenecennsie 3a60nesanus: OPBU 3—4 pa-
34 B TOf, JLAMO/INO3 B 1994 1., reMOpparnyecKunt
mucTut B 1997 I., XPOHUUYECKUIT T'ACTPOAYOZE-
HUT, JMCKUHE3Us JKEMYEBBIBOAIIMX ITyTEH HA
(boHe AePOPMALNY KETYHOTO MY3bIPS, XPOHU-
YECKUI TENaTUT B, IBYXCTOPOHHMI BEpXHEYe-
JIOCTHOY CHHYCHT, (DPOHTUT, XPOHUYECKUN (a-
PUHIUT, XPOHWUYECKUI JIAPUHIUT, [1ape3 JIULie-
BOro Hepsa B 2003 1.

OODBEKTUBHO:  COCTOSHUE  YOBJIETBOPH-
TEIbHOE. TENOCIOXEHNE NpaBuIbHOE.  PocT
167 cM, macca Tena 56,3 kr. [ogkoxHas Kier-
YaTKa PA3BUTA JOCTATOUHO, PACIIPE/EIEHA IPa-
BUWIbHO. KOCTHad cucrema 6€3 BHUAUMBIX Jie-
(dopmanuit.  CycTaBsl 6€3007€3HEHHBIE  IPH
A/IBIIALH, AKTUBHBIE ¥ ITACCUBHBIE JIBIKECHUA
BBITIOJIHSIOTCS B TIOTHOM 00beME. [010C TUXUH,
OCUIUIBIA. B JIETKMX [JBIXaHWE BE3UKYIAPHOE,
NPOBOJUTCA BO BCE OTJAENBI, XPHUIIOB HET.
YJ1 16 B MuH. TOHBI cepyIa ACHbIE, PUTMIYHBIE,
Y9CC 72 yu./mun, Al 110/70 MM pr. cT. Kusor
TIPY MAIBIAINY MATKAK, 6€3001€3HEHHBIM, Ie-
YEHb OIPEENAETCA Y Kpasd peOEPHOI yry, Ce-
JIE3eHKA He onpefenaerca. CUMITOM COoTpsce-
HUA TOACHUYHOM OOJACTH  OTPULIATENbHBIN
c 06enx CTopoH. Ilepudepuyeckue mmbaTu-
YECKUE Y3JIbl HE TTAJIbITUPYIOTCA.

Status localis: KOXHBIN IATOIOIUYECKUI
IPOLIECC PACIPOCTPAHEHHBIN, CUMMETPUYHBIN,
HA JIAIIE TPE/ICTABNEH CETYATON TEICAHTMIKTA-
TUYECKON 3PUTEMON B OOJIACTU MEK ¥ OYATAMU
BTOpUYHOM runeprurMenTanuu (puc. 1). Ilo
KPAI0 HIDKHUX BEK HAOMOMAIOTCA MWIMAPHBIE
Y3€JIKY, NTOXOKHUE HA HUTKY KeMuyra. Otmeda-
€TCA TUNOIUIA3UA U 3ACTOMHAS SPUTEMA YIITHBIX
paxoBuH. Ha TynoBuiie 1 KOHEYHOCTAX JIEHTH-
KYJSIDHBIE TIAITYJIbl JKEATOBATOIO 1[BET4, B 0O-
JIACTU PA3TUOATENBHON IIOBEPXHOCTH JIOKTEBBIX
CYCTABOB  BOCKOBH/JHBIE  IIOJYIIPO3PAUHBIE
OJIAMKY OBAJIbHON (DOPMBI IVIOTHOBATOM KOH-
cucTeHIuy, pasmepamu 4,5x3,0 cMm (puc. 2),
TAKOKE HA TYJIOBUIIE U KOHEYHOCTAX MHOKECT-
BEHHbIC TUIEPIUTMEHTUPOBAHHBIE IIATHA U
o4aru atpoduu (puc. 3).
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Puc. 1. Cemuamasn menear2udxmamuieckas
Spumema 8 obnacmu uiex

Puc. 2. Brawku Ha paseubdamensoli nogepxHocmu
JIOKMEBLIX C)CMAB0B

Puc. 3. Mnoocecmeenble 2unepnuzmenmuposariibie
NAMNA U O%a2U ampPpoPuLL 1A KONCe MYA0BUUA U
KOHeuHocmeli

[IpoBEAEHO OOMEKIMHUYECKOE OOCIEN0-
BAHUE: [IOKA3aTEMN OOIIETO aHAINM32 KPOBU U
OOIIErO aHAIM3a MOYU B HPEZETAX HOPMBL, B
OMOXUMIYECKOM aHATM3E KPOBU OOIIHIT GEOK —
83,2 1/m, ampOymuHbl — 43,60 %, TIOGYIUHbI
anmba-1 — 5,7 %, ooymmHbl anbda-2 — 10,2 %,
IJI00Y/IMHBL 6€eTa — 13,2 %, IMOOYIUHBL rAaMMa —
26,5 %, ACT — 0,35 mmorb/i, AJIT — 0,54 MMOJIB/1,
TUMONIOBAs Ipo6a — 10,6 e, CynemMoBas mpo-
6a — 82 %.

Ceponornyeckue mapkepsl HBsAg, HBeAg,
HBcorAb IgM obnapyxenbl. Anturena k HCV,
HDV, HAV e 06HapYXEHBI.

YIIBTPA3BYKOBOE UCCIIE/JOBAHUE OPIdHOB
ODIOIHON TIONOCTH: TIPU3HAKU  U(P(PY3HBIX
M3MEHEHWI [IEYEHH, NIEPETHO KETIHOTO Iy3bI-
P4, TENaTOMET AN, CIVIEHOMET AU

PenTrenorpadus NPUAATOUHBIX I1A3yX:
TMPU3HAKU JIBYXCTOPOHHETO BEPXHEUETIOCTHO-
ro cunycura. OpoHTHT.

JIMarHO3: TUIOW/HBIA IPOTENHO3 (60/E3HD
Ypbaxa — Bure). [IByXCTOPOHHMIT BEPXHEYEIIO-
CTHOM CHHYCHT, (DPOHTHUT, XPOHMYECKUI (ha-
PUHIUT, XPOHUYECKUIT JIAPUHIUT. XPOHUYECKUN
TENaTuT B, IMCKUHE3NS JKETUEBBIBO/IAIINX MyTEH
Ha (hoHE AehOPMALIUN XKETYHOTO Iy3bIPS, XPO-
HUYECKUI I[ACTPOAYO/ICHUT.

PE3YJIBTATBI U UX OBCYKITEHUE

[Ipeacrasien Cydail Ype3BblYaiHO PEAKON
TATOJIOTUX — JIUIOUW/IHOTO NIPOTENHO34. 3a60e-
BAHME HAYAIOCh C TIEPBOIO TO/A JKMU3HU C U3ME-
HEHUS T'0JI0CA U TIOSIBNIEHUSA BBICBIIAHUIT Ha KO-
Ke. B JaypHermeM IMarHo3 ObUl IOATBEPKICH
TUCTONIOTUYECKUM  MCCIIEAOBAHUEM  KOXKHOIO
OMONTATA, IPY KOTOPOM OBUTH BBIABIEHBI J03U-
HO(PMUIPHO OKPALICHHBIE OTIOKEHUA B CTEHKAX
COCYIOB U TOMOTCHHBIE, CJIA00 303MHO(PUILHO
OKPAIIECHHBIE MO AMOP(HBIX MACC B TOJIIE
JIEPMBI, BHYTPH KOTOPBIX ONPEAEIIIINCD IENU U
IYCTOTBI (MECTA CKOIUICHUSA JIMINOB). KoXKHbIE
V3MEHEHUA OBbUIM MPEACTABICHBl TIOMAMOP(Q-
HBIMM BBICBIITAHUAMU B BUJIE CETUATON TEIEAH-
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CNYYA N3 NPAKTUKN

TMIKTATYECKON SPUTEMBI HA JTULIE, MWIMAPHBIX
ANy, HANOMUHAIONMAX HUTKY JKEMYYId, IO
KPAl0 HWKHUX BEK, IMIOIUIA3UN YIIHBIX PAKO-
BUH, IJIOTHBIX BOCKOBH/IHBIX OJIALIEK B OOIACTH
PA3rubATENBHON MOBEPXHOCTH JIOKTEBBIX CYCTd-
BOB, JIEHTUKY/IIPHBIX TIAIY/T HA TYJIOBHUINE U KO-
HEYHOCTAX, BTOPUYHON TIMIEPIUIMEHTANN U
044roB aTpo(puy NPAKTUYECKU IO BCEMY KOX-
HOMY MOKpOBY. TaiKe OTMEYEHO MOPAKEHUE
JIOP-0praHoB: ABYXCTOPOHHUY BEPXHEYEIIOCT-
HOW CHHYCUT, (DPOHTHT, XPOHMYECKUIT (DapuH-
TUT, XPOHUYECKUI JIAPUHTUT.

BaxHO, 410 € 4-JETHETO BO3PACTA MALU-
€HTKA TAKKE OOIEET XPOHUYECKUM TEIIATUTOM B,
YTO MOXKET HETraTUBHO OTPA3UTHCA HA OOLIEM
COCTOSHMY. VI3MeHEHUs B OMOXUMHUYECKOM aHa-
U3¢ KPOBH, T'ECMNATOCIUIEHOMETAINsA, OOHAPY-
KEHHAA TPU  YIbTPA3BYKOBOM HCCIEAOBAHUN
OpraHOB OPIONIHOM MOJOCTH, TPEOYIOT [aib-
HEHIIEro 00CIeOBAHUS U JICYEHHUS.

BbIBOJBI

Bonesnp Ypbaxa — Bure (mnouaHbli
IPOTEMHO3) — HACAEACTBEHHAA MATONOIU, IIE-
pefaerca 1Mo ayroCOMHO-PELiECCUBHOMY THILY;
B HACTOAIIEE BPEMA BBIABICHO BCETO OKOJIO
300 cy4aeB JAHHOTO 32001€BaHuA. JMnons-
HBIM NIPOTEMHO3 CBA3AH C HAPYMICHMEM METa-
00/MM3Ma KOJUIATEHA U OT/IOKECHUEM T'MAIMHA
B ICPME, CJIM3KUCTBIX OOOJNOUKAX, MHOIZA BO
BHYTPEHHUX OpraHax. [IpeacTasneH KIMHude-
CKMI CJIy4all JAHHOTO 3a00JIEBAHUA, KOTOPOE
BO3HMK/IO HA IIEPBOM T'OJly KU3HU U CONPOBOX-
faerca nopaxenueM Koxu U JIOP-opranos,
C TUCTOJIOTMYECKUAM TIOATBEPACHUEM JUATHO-
32. COCTOAHME YCYTYOIAET COMYTCTBYIOMAS M-
TOJOTUS:  NOJNMBAIEHTHAA — CEHCUOWIN3ALNA,
XPOHUUECKUI TENATUT B C YETBIPEXJIETHETO
BO3PACT4, IMCKUHE3NA KETIEBbIBOJAIINX ITyTEN
Ha (poHE AePOPMALUY JKETUHOTO Iy3BIPA, XPO-
HUYECKUI TaCTPOAYOACcHUT. [TalMeHTKa HAXO-
aures Ha uHBamaHoct ¢ 2000 r. OHa Hyx/a-
€rCd B IUCIIAHCEPHOM HAOMOACHUN U KOPPEK-
LMY BCEX BbIABICHHBIX U3MEHEHUI.
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