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BospHAsA 55 J1eT IOCTYIMIa B CTAIIMOHAD € KajiobaMu Ha
JKEJITYIIHOCTD KOKHBIX IIOKPOBOB, KOXKHBIH 3Y/l, CyXOCTb BO
pry. Cunraer cebsa 607IpHOU B TeueHUe rosia. 3aboseBaHue
BHAUaJsle IPOSBJIAJIOCh OOJIAMU U NPUILYXJIOCTBIO JIyde3a-
IIFCTHBIX U KOJIEHHBIX CyCTaBOB. J[MarHOCTHPOBAaH peBMa-
TOWJIHBIM apTPUT Ha OCHOBAHUU ITOBBIIIEHHOI'O TUTPA PEB-
marougHOro dakropa. HazHaueHb! IMIIOKOKOPTUKOHU/IBI U
HeCTEPOUJHbIE IPOTHBOBOCIAIUTEIbHBIE IIPenapaTsl.
Bckope nosABIIIACH JKEITyXa U KOXKHBIH 3y/1, 4TO ObLIO pac-
[IEHEHO KaK HeXKeJIaTeJIbHbIE IIPOSBJIEHH JIEKAPCTBEHHBIX
[IpenaparoB.

IIpu ocMOTpe: JKEJITYIIHOCTD KOKHBIX IOKPOBOB U CKJIED,
MMUTMEHTAIUSI HA KOJKe JKUBOTA U KOHEeYHOoCTeH (puc. 1), /ie-
¢urypanus syde3anscTHBIX U MeX(aIAHTOBBIX CyCTAaBOB
Kucrew (puc. 2).

Puc.1. MurmeHTauma KoXu »KMBOTa 1 Cnefbl pacyecos.
Fig. 1. Abdominal skin pigmentation and scratch marks.
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ITepudepuueckue mumMdoysiibl He yBeandeHbl. [l pIxanue
Be3UKYJIApHOE, Oe3 XxpuroB. TOHBI cep/ilja pUTMUYHbIE, Ya-
CTOTa CEp/IEUHBbIX COKpAIlleHni — 78/MuH. ApTepuasibHOe
JiaBjeHue — 152/89 MM pT. cT. CyX0CTb A3bIKA U CJIU3UCTBIX
pra. Iledenp BbIcTyIIaeT U3 nozpebepbsa HA 2 CM, IUVIOTHO-
5JIACTUYECKOH KoHcHcTeHIH. Cele3eHKa He yBeJInYeHa.

O6wmumii ananus kposu: Hb — 84 r/n, spurpouutsr —
3,7X10™/J1, JIEHKOIUTBI — 13,9X109/J1, 203UHOGUIBI — 4,
MIaJIOYKO-s1/IepHble HEUTPO(MUIIBI — 3, CETMEHTHO-s/IepPHbIE
HeATpOPuUsIbl — 70. JUMGOIUTEI — 22, MOHOIUTHl — 1,
TPOMOOIUTHI — 620X109/J1.

Buoxumuyeckuil aHanu3 KpoOBU: OWINPYOWH OOIMN —
257 MKMOJIb/J1, OWIUPYOUH MPAMOU — 230 MKMOJIb/J1, TIie-
souHas gocdaraza — 1076 Ex/i, acnapratamuHoTpaHcde-
paza — 46 En/n, ananunamunoTpancdepasza — 29 Exn/i,

Puc. 2. BHelwHUI BUA CyCcTaBOB KUCTEN.
Fig. 2. Appearance of joints in the hand.
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ramma-riiyramuirpancdepasa —284 Eni/n, obiuii 6e1ox — Kaxoe ymeaepiicderHue Haubo.1ee npasuabHo?
62 r/J1, CBIBOPOTOYHOE KeJIe30 — 1,6 MKMOJIb/JI, PePPUTHH — A. PeBMaTOUAHBIA apTPUT C CUCTEMHBIMH IIPOsBIIe-
15 Hr/Mm1, pubpuHOreH — 5,3 r/J1, C-peaKTUBHBINA OEI0K — HUAMU.
49 mr/. B. JlekapCTBEHHBIN renaTUT.
VaprpasBykoBoe uccienoBanue (Y3I) opraHoB Gpromn- B. IlepBuYHBIN OHMIHAPHBIA XOJIAHTHUT.
HOH IIOJIOCTU: IIeYeHb HE YBEJIMYEHA, KOHTYPHI UETKUE, I'. Femoxpomaro3.
POBHEBIE, CTPYKTypa OZHOpOAHAsA. BopoTHas BeHa He pac- J. Pak mo/KesyJOYHOU JKeJie3bl ¢ IapaHeoIUIacTHYe-

mupeHa (9 MM). B »keJTYHOM Iy3bIpe MHOKECTBEHHBIE MeJI-  CKHUM CHHPOMOM.
KUe KOHKpeMeHTHI. [leqeHOUHbIH JKeTIHbIN IPOTOK U BUP-
CYHI'OB IIDOTOK HE PaCIIUPEHBI. Bepnwiil omsem Ha c. 96.
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Omeem Ha KUuHU4YecKyto 3adady
«[layueHmKa c xxanobamu Ha XeamyuwHOCMb KOXHbIX

NOKPOBOB U KOXHbIU 3y0»

Correct answer on clinical case «<Female patient complaining of the skin

yellowing and itching»

Bephuwtit omeem: B. IlepBUYHBIH OMJIMAPHBIN XOJIaH-
THT.

O6cyscdenue

VY 60IbHOY UMEIOTCST KJIMHUKO-JIa00pAaTOPHbIE IPU3HAKU
BHYTPHIIEYEHOYHOTI'O XOJlecTasa (PKeJTyxa, KOXKHBIH 3y,
BBICOKAsI aKTUBHOCTD IeJIOUHOU ¢ocdaTasbl) Mpu OTCYT-
CTBHHY IIPU3HAKOB OOCTPYKIIUHU OOIIIEr0 MKEJTYHOTO IIPOTOKA,
1o fauHbIM Y3U. [ToABIeHUIO NIPU3HAKOB X0JIeCTasa Ipej-
IIeCTBOBAJI CyCTABHOM CHH/IPOM, PACIIeHEHHBIN KaK peBMa-
TOUZHBIH HOJMAPTPUT C IOCJIENYIONUM Ha3HAYEHHUEM
[JIIOKOKOPTHKOU/IOB.

Hawnbosiee BepoATHO Haswuue y OOJIBHOU IIEPBHYHOTO
6winapHoro xosanruta (I15X), n3BectHOro paHee Kak rep-
BHUYHBIHM OruinapHbIi nuppos. CoriacHo onpeneneHuio Es-
porieiickoro o6IecTBa Mo U3y4eHu o 3a00IeBaHUI TIeUeHN
(EASL, 2017 r.), [IBX — 5T0 ayrouMMyHHOE 3a00JIeBaHUE
IIeYeHH, JUI KOTOPOro XapaKTepHBI X0JIeCcTa3, HaJuJue B
CHIBOPOTKE AHTUMHUTOXOH/[PUATbHBIX aHTUTEea (AMA)
u/vnu crienupuIecKux aHTUHYKIeapHbIX aHTuTes (AHA),
a Tak)Ke TUCTOJIOTUYeCKas KapTUHA XPOHUYECKOTI'O HETHOH-
HOTO TPaHYJIEMAaTO3HOTO JIMMQOIUTAPHOTO BOCIIAJIEHUSA
MeJIKUX JKeJIUHBIX HpoTokoB. IIBX xapakrepusyercs Xpo-
HUYECKUM TE€YEHHEM K YacTO IIPOIPECCUPYET JI0 TEPMHU-
HJIBHOH CTQ/IUM IIUPPO3a IIeYeHH CO CBONCTBEHHBIMH eMY
OCJIO>KHEHUSAMH.

I1BX ciemyet 3a10/103pUTh Y GOTBHBIX CO CTOMKUMU OHO-
XUMHUYECKUMU IIPU3HAKAMH X0JIeCTasa, KajaobaMu Ha 3y
U yTOMJIAEMOCTD, IIPH OTCYTCTBUH Y3-TIPU3HAKOB Ked-
HOH T'HIIEPTEH3UH, PACIIUPEHUA OOILEro KEJTYHOTO IIPO-
TOKa. Y JaHHOU OOJPHOM, HECMOTPS HAa HAJIWYHE MEJTKHUX
JKEJTYHBIX KOHKDEMEHTOB B JKEJTYHOM IIy3bIPE, KETUHBIE
IIPOTOKH M BUPCYHI'OB IIPOTOK HE PACIIMPEHBI, YTO UCKITIO-
YaeT BHEIIEUYEHOUYHBIH XOJIecTa3, B TOM YHCJIE U BEPO-
SATHOCTD PaKa IOJKETyJOYHON JKeJIe3Bl.

OcobenHoctpio [1BX sIBjIsieTCs HAIMYUYIE BHEITEYEHOUHBIX
posBJieHUH B Buze cunjpoma IllerpeHa, ayTOMMMYHHBIX
THUPEOUIUTOB, CUCTEMHOI'O CKJIEP0O3a, CYCTaBHOTO CHH-
JIpOMa, KOXKHBIX IposiBjieHuH [1]. Hainune BHemeueHOU-
HBIX IIPOSIBJIEHUH MOXKET 3aTPY/IHATb CBOEBPEMEHHOE pac-
[M03HaBaHUe 3a00JIeBaHUA U SABJIAETCA IPUIMHOHN OMINO60Y-
HBIX TUarHo3oB [2]. Tak, y mpe/cTaBJieHHON GOJIbHOM ObLT
JIMaTHOCTHPOBAH PEBMATOUHBIN apTPUT HA OCHOBAHUU CY-

CTaBHOTO CHH/POMAa W IOBBIIIEHHOI'O THUTPA PEBMATOWJ-
HOTO (aKTOpa, KOTOPBIA MOKET OBITh HecHenu(pUIECKUM.
Vmeromyecs U3MeHEHUs CO CTOPOHBI CYCTaBOB KUCTHU (CM.
puc. 2) HexapaKTePHBI /I PEBMATONJHOTO aPTPUTA U CKO-
pee HanoMuHAIOT ocreoapTput (ysenku I'eGepnena u By-
mapa?) WiId MOTYT PAacIeHWBAThCA KaK apTpOINaThs IPHU
IIBX. XKao6b1 60JIbHOW HA CYyXOCTb BO PTY IIO3BOJIAIOT 3a-
mosio3puTh Hanmuume cuHzpoma Illerpena («cyxoi cuH-
npom») Ha ¢pore ITBX. Cpeu Apyrux BHENIEYEHOUHBIX ITPO-
saBnerni I1BX moryt HabmoAaThes pasHOOOpa3HbIE KOXK-
Hble uameneHus [3]. OcobeHHOCTHIO TaHHOTO citydast [IBX
SIBJISIETCS IUTMEHTAITA KOXKH, ONMICAHHAA B IPYTUX HAOJIIO-
nmenusx [2]. [urmenTanys koxu npu nepsudnom 116X 06-
yCJIOBJIEHA ITPUCYTCTBHEM IIOBBIIIIEHHOTO KOJIMYECTBA MeJla-
HUHA, ITUPOKO PacIIpe/ieJIEHHOTO KaK I10 3TH/IEPMUCY, TaK 1
o zepMe. ITo cpaBHEHHIO ¢ KOXKell M3 aHAJIOTUYHBIX yda-
CTKOB KOHTPOJIbHBIX ITAIIMEHTOB C AJIKOTOJIBHBIM IIMPPO30M
IIeYeHN U OTCYTCTBHEM IIUTMEHTAIINH, MeJIAaHOCOMBI IIPHU
IIBX Haxopwnuch B 60jiee KPYIHBIX MeMOPaHOCBA3aHHBIX
KJIacTepax, 9eM B KOHTPOJIBHBIX Ipymnmax. B orsinuue or re-
MOXPOMAaTO3a, OTJIOKEHUH KeJie3a He HaOJII01aIoch. Y 1aH-
HOH OOJIPHOW HaIM4YKMe TeMOXpOMaro3a MaIOBEPOSATHO
(HOpMaJIbHBIE ITOKA3aTEeNIH CHIBOPOTOUHOIO 3Kesie3a U dep-
putuna). B tuarnocruke ITBX 1 Apyrux XpOHUYIECKUX XO0JI€e-
CTa30B HesACHOU 3THOJI0ruu AMA BBICOKOUYBCTBUTEIBHBI U
cnenubuyHbl. AMA-CepOIIO3UTUBHOCTD, HABJIIOAAIOIIASICS
6ostee yeM B 90% ciyuaes I1BX. UMmmyHODIIyopecieHIus B
TUTpE OOJIBIIE 1:40 WIIN IIOJIOKUTETBHBIN PE3YIbTaT HUMMY-
HODEPMEHTHOTO aHAIN3A IIPU HAJIMYHUH BHYyTpUIIEUEHOU-
HOTO XOJIecTas3a SIBJAIOTCA BBICOKOCHEIU(DUIHBIMU JIJIsS
II5X. AMA-CcepOonO3UTUBHOCTb TOYHO yKasbiBaeT Ha [IBX
IIpH HEOO'BACHIMOM HHUYEM JIPYTUM XOJIecTase, XOTs JIhar-
HOCTHYECKAs [IEHHOCTh CHI)KAETCS IPU HOPMAaJIBHBIX OHO-
XUMUUYECKUX TOKaszaTesnsAX. B mociegnem ciaydae IIBX B
OJrKaiye 5 JIeT Pa3BUBAETCSA TOJIBKO y 1 u3 6 AMA-cepo-
TO3UTHBHBIX JIHI. AHA 06HAPY>KUBAIOTCSA TPUOIHU3UTETBHO
y 30% O6ompHbIx IIBX. Hekxoropsie AHA BbICOKOCIIEIH-
duunst s 116X (>95%), XOTS ¥ MaJIOUyBCTBUTENIBHBL. BO
n30exaHue JUATHOCTHYECKUX OLIMOOK HMMyHHBIE Map-
Kephl CJIelyeT OIleHUBATh B KOHTEKCTe KJIMHUYECKHUX IIPO-
sipneHnd. MHOTZIa AMA-CEPOIIO3UTHBHOCTBIO COIIPOBOK-
JIAIOTCS CUCTEMHBIE 3a00JI€BaHUSA, B YACTHOCTH IeMaTOJIOTH-
YecKue, U TPaHy/IeMaTO3HBIH relaTur.
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