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PE3IOME

B cTaTbe npeacTaBnieH KNUHMYECKWIA ciyyaii 6onbHoro K. 33 neT, apMAHMHA, Y KOTOPOro AMarHoCTUPOBaHbI
ABa peAKo BCTpeyatowmxca 3aboneBaHna: nepmoamnyeckas 6onesHb 1 rIoTeHYYBCTBUTENbHAA LieIMaKuA.
AuarHo3 neproguyeckon 6onesHn abaoMmnHanbHO-NNXOPaJOUHON GOPMbI NOATBEPXKAEH HAIMUMEM FreHe-
TUYECKUX MapKepPOB, MOTEHUYBCTBUTENIbHON LieIaknm — Mopdonornyecknum nccnefoaHmem 61montaTos

CNM3KCTON 060MOUKY 3alyKOBMYHOTO OTAESA ABEHAALATUNEPCTHON KNLLKN.
KnioueBble cnoBa: nepuogunyeckas 6onesHb; r0TeHUYBCTBUTENbHAA LieNNaKmA.

SUMMARY

The article presents a clinical case of a 33-year-old Armenian man, who suffered from two rare diseases:

Familial Mediterranean fever and celiac.

The diagnosis of Familial Mediterranean fever: abdominal-feverish form, is confirmed by genetic markers.
The morphological study of duodenal mucosa’s specimens confirms the celiac.

Keywords: Familial Mediterranean fever; celiac.

B [IOC/Ie{HYIE TOABI B MEAMI[HCKYIO IPAKTUKY BHe-
[PEHO MOHSATHE «CUCTEMHBIE Ay TOBOCIIATNTE/IbHBIE
3a00/IeBaHMsI», K KOTOPBIM OTHOCKUTCSI U HepPUOAMUe-
cKast 607me3Hb [5]. CUMIITOMBI EPUOJUIECKO O0Te3HN
OIIMCaHBI AaBHO. MHOTMMM aBTOpaMy HaOTIOAAINCh
HeOOBIYHBIE «ITAPOKCU3Ma/IbHbIE CUHPOMbI» B BIJiE
NMXOPAJKM ¥ BBIPAXXKEHHBIX abOMIHANBHBIX OOJIeIt.
Siegall [1] mogpo6HO ommcan «go6poKadeCTBEHHBDII a0-
JOMMHAJIbHBII IIEPUTOHNT», IPU/IAB BeAyllee 3HaUeHe
6071€BOMY CUHAPOMY, a He uxopajke. OH e BIIepBbie
BBIZIE/IIIT a0JOMMHA/IBHBII, TOPAKA/IbHBII M CYCTaBHOII
CMHZIPOM, COOTBETCTBYIOLIE KIMHIIECKVM KapTHHAM
[IePUTOHNTA, IIEBPUTA M apTpuTa. Beina mogyepkHyTa
HeapPeKTUBHOCTD MI060IT Tepamum, a TakXXe ITHU-
4eCcKUiT XxapaKTep 3a00/IEBAHNSI — Y €BP€eEB 1 apMsH.
B paborax omucaHa HacnecTBeHHas Gpopma 3a60-
JleBaHI, IPU3HAHHAS CAMOCTOSITE/IbHOI HO30/I0T M de-
cKoit eguHuIeit. B Monorpadgum O. M. Bunorpagosoit
[2] mpuBoAsTCA pasnMYHBle KOHIEIINN ITIaTOreHe3a
IIepUOAMYEeCcKOll 60NIe3HU. ABTOp cYMTaeT Haubosee
060CHOBaHHO reHeTNYeCKYy 0 KoHIeno. OTMedeHa

TaK)Ke 4acTasi CBsI3b IIEPUOLUIECKOIT OOE3HN C aMM-
noupgosoM. Ilo onpepenennio O. M. Bunorpazosoii,
nepuonndeckas 60me3Hp, a TAK)XKe ee OCTIOKHEeHe —
aMIION/I03 SIB/ISIOTCSI HAC/IEACTBEHHBIM 3a00/IeBaHNEM,
OTHOCAIMMCS K pepMmeHTOnaTVAM. BosiesHs nopaskaer
IPENMYIeCTBEHHO MOJIOABIX JTIOfEN, Jallje MY>KIIH,
Hepenko 60me3Hb pasBUBAETCS B JETCKOM BO3pacTe
[4], xapaKTepy3yeTcst KTMHNYECKVIMU IPOSIBIIEHUSIMI
B Bu/je abOMIHAIBHBIX, TOPAKAIBHBIX, CYCTABHBIX
60eil ¥ TMXOpajKM, OTCYTCTBYEM 9 dekTa oT 1106011
Tepanuu u JOOPOKadeCTBEHHOCTHIO T€UEHNs Ha IIPO-
TSDKEHUI BCeVl KU3HIL

B nepuon 6omneBoro mpucryma y GONbHBIX Ha-
6rmoffaeTcst B3Ry THE KMBOTA, 3afiep)KKa crya. [Tocme
IPUCTYIIA B TeYeHNe HECKONbKUX JHEl — IIOHOCHI.
JobpokadecTBeHHOe TedeHue 3a60MEBaAHNS 4aCTO
OCTIOKHSIETCsT AMUTIONA030M, IIPEeX/je BCEro MOYeK
(pexxe TedeHN 1 CepALA), YTO U OIpefessieT IPOrHo3
3aboneBanus [2; 3].

[Tpn abmommuanbHON GopMe 6ONIE3HU Y HEKO-
TOPBIX OO/NIBHBIX OTMEYAETCS yBeANMUIEHNE MeYeHU



VIV Cee3eHKM, COXPaHAIIeecs ¥ B IePUOJ, PeMIIC-
cun. VIHora BO BpeMs IIPUCTYIIa HaOMIOflaeTCs Ipe-
xXopAmas runepounupyouHemMus 6e3 pepMeHTEMUN.
Ipenmonaraercs, 9TO remaTOMeTaA B OCTPBIV HEPUOJ
MOXXET OBITB CBsI3aHA C TEMOJTHAMUYECKVIMU CIIBUTAMM.
B MeXXTIpUCTYTIHBII IePVOZ YBE/TIYeHYIE IeIeHI MOXKET
OBITb 00YCIOBIEHO XXUPOBOJL AUCTPOPUEi IeUeH.
Ponp aMmmonao3a B yBemudeHNM MedeH ) Py Iepyo-
oudeckou 60me3Hyn MuHUManbHa [2]. MHoroneTHee
IMHaMu4yeckoe Habmogerue (ot 1,5 mo 11 meT) moka-
3710, YTO Y 60/IbHBIX, HEYKOCHUTETBHO BBIIIOTHABIIX
OCHOBHbI€ IPYHIINIIBI JiedeH st (HETPEePBIBHBII IPYEM
KOJIXMIMHAa B fo3e 1,8-2,0Mr B CyTKM), KOIXUIIVH
He TOJIBKO IIPEIATCTBOBAJI IIPOrPEeCcCUPOBAHNIO aMU-
JION[1032, HO U BBI3bIBA/I YMEHDIIEHNE IIPOTENHY PUL,
BIUIOTH JIO IIOJTHOTO €€ MCYe3HOBEeHM s, PeMUCCHIO He-
¢$bpoTHYeCKOTo CMHAPOMA U CUHPOMa HapYIIEHHOTO
BCAacBhIBaHNA, a Y OOIBHBIX C HAYa/IbHBIMY ITPY3HAKAMU
XITH (xpoHMYeCKO MOYeYHOI HEJOCTATOYHOCTH) —
yAy4llleHue U laXke BOCCTAHOB/ICHMe PYHKLIMU OYeK.
V3ydeHne BBIKMBAeMOCTH MIOATBEPANIIO, UYTO KOMIXM-
I[MH aKTVBHO IIOJaB/IAeT aMUIOUOTeHe3 IIpU Iepro-
[YecKoit 60Ie3HY Ha BCEX CTaUsX €T0 MPOSIBIEHMS.
[Tnan neveHus u BefeHNs OOMBHBIX BKIIOYa€T MHOTO-
JIETHIOIO INCIIAHCEPU3ALINIO0, CBOEBPEMEHHYIO0 CAaHALIVIO
BO3MO>KHBIX 04aroB MH(MEKINY, KOPPEKI[NIO TeIeH s
IOJl KOHTpO/IeM (QYHKIVIOHAJIbHBIX ¥ MOpgoyornde-
ckux (bmorcusi) mokasaresner MOYEYHON U MHOM Op-
TaHHOJ aTOJIOTUN.

Lenmakus, nam IIIOTEHIYBCTBUTE/IbHAS SHTEPO-
HaTus, OTHOCUTCA K ayTOMMMYHHBIM 3a00/IeBaHNAM,
OCHOBHBIM 3THMONIOTMYECKUM (AaKTOPOM KOTOPOIL 5B-
nsAeTca OeloK IMIOTEH, Y /UL C TeHeTUYeCKO Ipel-
pacmonoxeHHOCTbIO K I'T] (III0TeHYyBCTBUTENBHON
nenuakun). [eHeTn4eckas: mMpegpacnonoKeHHOCTh
noppasymesaeT Hannane amnenu DQ2 mmum DQ8 HLA
kmacca II. [mumaguHOBEI ITENTUR, COCTOAIIMMI U3 33
aMMHOKIICTIOT, IOCTYIIaeT HEeMOBPEXJeHHbIM B TOH-
KYI0 KMIIKY, T7ie MofiBepraeTcs Ae3aMIHNPOBAHNIO
TTT. [JesaMMHMPOBaHHBI KOMIIIEKC BHeApPAETCSA
B Makpodary, skcnpeccupyomye HLA-DQ2, HLA-
DQ8. Kommnnekc B3auMopeiicTBys ¢ anbgda/6bera-
peuentopamu CD4" T-xenmepoB. DTu KJI€TKM aKTU-
BUPYIOT APYTHe TMMQOINTDI, KOTOPbIe BBIpabaThIBAIOT
VdH-ramma, MJI-4 u ®HO-anpda, BbI3bIBalOLINE O-
BpeXfeHe KNIevyHOTro annTenysa. OCHOBHBIM KJIMHMN-
yeckuM nposiBnenveM '] sBisiercst nuapes ¢ monude-
KajIMell U cTeaTopeell, aHeMIell, HapylieHreM oOMeHa
Ha ynorpebjeHue B MUILY IPOAYKTOB, COTEPKAIINX
III0TeH [6].

B nurteparype HaM He YIa/I0Ch HAWMTH OIVICAHNA CITY-
JaeB COUETaHM LieNTMaKUU Y TePUOSIIECKOI O0Ie3H,
B CBA3MI C YeM IEMOHCTPMPYEMBIII C/Tydali IpefiCTaB/IsgeT
HECOMHEHHBIN MHTepec.

Bbonpuoit K., 33 ner, apmauuH (ucropus 6one3Hn
Ne3092, 2011 r.) HOCTYIMJI B IelaTONIOIMYecKoe OT-
menenue [THVMNT 20.04.2011 ¢ >xano6aMu Ha IpUCTY-
moo6pa3Hble 60/ B XKMBOTE C IEPUOANYHOCTHIO 1 pas
B 30-35 pgHeit. [Tpucryn HauMHaeTCs ¢ TAHYIUX Ooel
B Ha/JI0OKOBOIT 0671acTH, 3aTeM 60/Ib paCIIPOCTPaHACTC S

Ha [IPaBYIo O B3IOIIHYIO 06/IaCTh 1 II0 BCEMY
KUBOTY, IpUoOpeTaeT MHTEHCUBHBIN Xapak-
Tep, CTAHOBUTCS HECTEPIIMIMOIA, OCTPOIL, MHOT A
HOCHUT CXBaTKOOOpasHbIll xapaktep. Hauasmo
MPUCTyTa CONPOBOX/AETCA MOABEMOM TEM-
nepaTypsl fo 37,5° B JanbHeNIIEM JTUXOPAJ-
Ka HapacTaeT fo 39,5° Ilpucrtyn gnurca 1-2
mHA. bonbHOI IBITaeTcA KynupoBaTb 601y
MHDBEKIMAMU aHATE€TUKOB, CIIa3MOIUTUKOB
(6e3 addexra). Bo Bpems nmpucrymna ormeda-
€T BBIPa)kKeHHOE CKOIUJIEHME U 3aTpyJHEHUe
OTXOXMeHMUs Ta3oB. B aToT mepuon 601pHOI
He NpMHMMAaeT nuiy. TakXe BO BpeMs IpH-
CTYIIOB OTMeYaeT Komluye 601y B 06macTu
cepAlla, KyNMpyoIlyecs MpUeMoM IIpernapaToB
BaniepmaHbl. [Tocne yny4ynennsa caMo4yBCTBUA
OTMeEYAEeT KUIKUIL CTYn 10 3—-4 pas B CyTKMU.
3areM cTyn HopMmanusyercs. Yepes 2-3 cyTok
6011 mOMHOCTBIO Mcye3aoT. OfHaKO OoTMeva-
€T TIOHOCBI U B MEXIPUCTYIHBIN Iepuof, mo-
cJie ynoTpe6eHuss MaKapoH, IepIOBKY U T. i,
MPUCTYIbI TaK>Xe MOTYT NMPOBOLMPOBATHCA
npueMoM OOMBUINX 03 aNKOTONS U /UIN Tie-
peoxnaxeHneM. 3a BpeMsi 60/Ie3HU OTMETUT
BBbINIaJleHNEe BOJIOC Ha TPYAM, PyKax M HOrax.
BonbHoOIT mocTynun B oTfenenne yepes 4 gHA
IoCJIe MOC/IE[HETO IPUCTYIIA.

M3 anamHe3a 3abo0yeBaHUs U3BECTHO,
YTO IIPUCTYIIBI 60Tl B XUBOTE, COIIPOBOX/Ia-
0L MeCs TMXOPAAKON, moABuanch ¢ 2004 ropa.
C 2010 roga Bo BpeMs 60JIeBBIX IIPUCTYIIOB CTaJl
OTMedarTh TAHYILIMe O0/IM B IIpaBOM Hofpedepbe.
[TossBM/INCH 9YBCTBO XKXKEHNUA B 00/1aCTH 9IIUTa-
CTpUA, U3KOTa MOCIIe YIOTPeOIeHN s KUPHOIL,
xkapenoit muigu. C 2011 roga 60/1bHOI CTaN OT-
MeuaTb C1ab0CTh, BAIOCTD, CHIKEHIE paboTo-
cniocobHOoCcTH. [Tpn ob6¢cnegoBanuu B 2010 roxy
B KJIMHMYECKOM aHajM3e KPOBU OTMeYajoCh MOBBI-
IIeHMe YPOBHA TeMOITIoOMHa 1o 178 r/71, neiikounTos
10 9,210°/MmM°.

B 6moxmmmdeckoM aHanm3e KpOBY IOSIBUJICS BbIpa-
>KEHHBIVI TMTONIUTUYECKUI CUHIPOM, IPOAB/IAIOIINICA
B Buje noBbiieHnst AJIT (amannHammuHoTpaHcdepasa)
1o 282 En/n, ACT (acnaparamunotpatcdepasa) no 176
En/n, ormMeydanoch Takke nosbiinenye yposHa ITTII
(ramMa-rmyTaMmiTpaHcnenrtuaasa) go 192 En/n. o gan-
HbIM Y 3V BBIABIIEHBI IPY3HAKN YMEPEHHOTO YBETNYEHNA
u 1 PysHBIX U3MEHEHUI MIeYeH), YMEPEHHON CIle-
HOMeTa/INM, IOPTa/IbHON TUIIEPTEH3UN, XPOHUUECKOTO
maHKpeaTuTa. [Ipy KOTOHOCKONNY BBISIBIEHBI KOMOM-
HUPOBAHHBIN FeMOPPOIL ¥ 04aroBbiii KonuT. Hanpasien
I 00CTIeJOBaHUA M YTOYHEHN I IUarHO3a B TellaTo/No-
rudeckoe oraenenue LTHVIN ractposHTeponorum.

V3 aHaMHe3a >XM3HM M3BECTHO, YTO OOJIBHOI
¢ 22 JIeT peryisapHO ynoTpebiseT Kperkye aJIKorob-
Hbl€ HAIIUTKY, KYpUT 110 1-1,5 mayku curaper B fIeHb.
CecTtpa 60/1bHOTrO CTpajfaeT MePUOAUYECKON 6ores-
HbIO TocnnegHue 8—-9 neT, yacToTa U AJUTEIbHOCTD
IIPUCTYIIOB y Hee aHA/JIOTMYHBI TAaKOBBIM Y OOIBHOTO,
obcenyeTcs U IeYuTCa B ApMeHUN.

KAUHN4YeCcKnn CAy4Haun

clinical case



JKCNEPUMEHTANLHAA U KAUHUYECKAN

N203/2012

EXPERIMENTAL & CLINICAL GASTROENTEROLOGY

I[Tpy moCTyIIeHNY COCTOSAHYE 60IBHOTO YIOBIETBO-
PUTENbHOE, TONOXKEeHNe aKTUBHOE, TeTIOCTIOKEeHUe HOP-
MOCTEHIYECKOe, MHIeKC Macchl Tena (VIMT) 27 kr/m?.
Ko>xHble HOKPOBBI ¥ BUMIMBIE CIU3UCThIe HOPMa/IbHOM
OKPAaCKU, MHBbEKLMA COCYNOB cKlep. OTMedaeTcA pef-
KOCTb BOJIOCSHOTO IIOKPOBa CMMETPUYHO Ha 06enx
KkoHeyHOCTAX. CO ¢/10B OONTBHOTO, JaHHAs KapTUHA
pasBuMiIach B TeyeHue 2 JIeT, YeMy IIpeflIecTBOBaIa
JIOKaJ/IbHasA ajonenus o6lIacTy 3aTbUIKA, C IOCTIeRYI0-
IIVIM IIOJTHBIM BOCCTaHOBJIEHUEM I'YCTOTBI BOTTOCSHOTO
IIOKPOBa KOXKU TOJIOBBI 0e3 CIIeIMa/JbHOIO JICYEHU .
[Mepudepnueckne mumMpPOysnbl He NaTbIUPYIOTCA.
MplieyHas cucTeMa pasBUTa HOPMaJIbHO. [l BUDKeHM A
B KOHEYHOCTAX He 3aTpygHeHbl. CHMIITOM MBIIIEYHO-
IO BaJIMKa OTpuLaTeIbHbI. CycTaBbl He I3MEHEHBI.
JIBV>KeHMA B cycTaBax B IONMHOM obbeMe. I'pypHas
KJIeTKa KOHM4ecKol popmbl. IIpaBas v neBas 0OBUHBI
IPY/IHOI KNIeTKM CUMMeTpUYHBL. YacToTa ibixaHnii 18
B 1 MuH. IIpy cpaBHUTE/IBHOI IePKYCCUM 3BYK JIETOY-
HBIJT, IPUTYIIEHUA He OTMevaeTcs. [ paHUIIbI TeTKUX
B IIpefienaX HOpMBL [Ipy ayckynpTaluu Hafi IETKYMU
BBICTTYIIMBAETCS KECTKOE IbIXaHYe M MHOXeCTBEHHbIE
CyXMe XPUIIBI HaJ| BCeil TIOBEPXHOCTHIO 00OUX JIETKUX.

ITpu ocMoTpe cOCyfOB LIeM OTMedaeTcs cradas
IIy/IbCAallMsl COHHBIX apTepuil. BepXyIeyHsIil TOTI0K
cepplia MaJbIIMPYeTCcsA B IATOM MeXXpebepbe Ha 1cM
KHAapy>X! OT CpeSHEKTIOYNYHON NUHUN. ['paHuIbl
OTHOCUTEIBHOJ TYIIOCTH Cepylia: IpaBas Ha 1 cM KHa-
PYXU OT IIpaBOro Kpas IPYAMHBL, JIleBasd — COBIIaja-
eT ¢ BepXyIIeYHBIM TOMTYKOM, BEPXHAA — Ha YpOBHe
3-ro pebpa. AyCKyIbTaTUBHO TOHBI CepAlla SACHBIE,
purMuuHble. Ily1bc — OfMHAKOBBI Ha 00eUX py-
KaX, y/JOBJIETBOPUTEIbHOI'O HAIIOJIHEHU Y Halps-
>)KeHNA. YacToTa cephedHbIX COKpallleHuit 75 ynapoB
B 1 MunyTy. AprepuanbHoe fapneHue 120/80Mm pr.
cronba. AnmeTnut coxpaHeH. I'lmoTanue csobopHoe,
6e3bonesHeHHOe. SI3bIK BIIa>KHBIN, 00/TI0XKEH y KOPHSA
6enbIM HasmeToM. JKuBOT mpaBuIbHOI (GOPMBL, aKTMBHO
y4YacTByeT B aKTe [bIXaHVA. B mpaBoil MOAB3IOIIHOM
obnmactu — py6er nocine anneHasxkromun. Ipu nmans-
AUy )KMBOT MATKUIL, 6e360me3HeHHbIT. OTYeTINBO
Ia/IbIMpyeTCA CUTMOBY/JHA A KMIIKA B BY/Jie IVIOTHOTO,
JIETKO CMeIaeMOT0 BajIMKa, ajIblalyis 6e300/Ie3HeHHA.
I[TeveHb BICTyTIaeT Ha 2—2,5 CM U3-II0f Kpasi pebepHOIL
IYTY, Kpajil IIe4eHy 3a0CTPeH, MOBEPXHOCTD IeYeHN
pOBHas.

Pasmeps1 nevenn o Kyprnosy: 14-9-10 cm. CeneseHka
He ajbnupyerca. CUMIITOM ITOKONIAYMBAHMA € 00€VX
CTOPOH OTPMLATE/NIbHBII. BONBbHOI paBUILHO OpUeH-
TUPOBaH B IPOCTPAHCTBE, BPEMEHU U COOCTBEHHON
maHOCTH. BocnpusTue He HapyuieHo. COH CIIOKOJHBIIL.

Ha ocHoBaHMM aHaMHes3a, >kan00, JaHHBIX (U3U-
KaJIbHOTO OCMOTpa, paHee BBIIIOJTHEHHBIX TabopaTop-
HBIX U MTHCTPYMEHTA/IbHBIX MICCTIe[OBAHMII BBICTAB/IEH
IIpeiBapUTEe/IbHBII AUarHO3: XpOHMYECKNI IrenaTuT
HeyTOHYEHHOJ 9TVOJIOI VY, aKTUBHBIIL. [Teproamnyeckas
607ne3ub? KoMOVMHMPOBaHHBIIT TeMOPPOIL.

ITpu nmabopaTopHOM OOC/IETOBAaHUM BBIABIIEH He-
3HAYUTENbHBIN TpoMboLNTO3 10 43010/MM* U TTOBBI-
menye COD — 36 MM/4ac. B 61oxuMmyeckoM aHanmmse

KpOBM 00paTIIO Ha ce6:s1 BHUMaHMe HaI4ue LIUTOIN-
TUYeCKOTo cuHAgpoMa TpancammHasemus AJIT go 78
En/m, ACT po 30,2 Ex/m, a Tak)Ke ITOBBIIIEHNE YPOBHSA
I'TTII po 55,3 Ex/n n HI® (wenounas ¢ocdarasa)
1o 106,7 Ex/m, noxasareny cBepTHIBAIOLIEH CYCTEMBI
KpOBU He M3MEHEHBI, B KIMHUYECKOM aHaNIn3e MOYM
6e3 OTKJIOHEHMII OT HOPMBI. B cyTOUHOM aHamM3e MO4M
Hanmune 6enka cocraBuno 0,2 v/ (cnegp) RW — or-
puuarenbHas, aHanus Ha B/IY — orpunarenbHBbIil.
HBsAg, aHCV He 06Hapy>keHBI

O6Hapy»KeHO NOBbILIEHNe IMMYHOIIOOYIMHOB IgM
mo 170 (Hopma 50-130 mg%) u IgGro 1300 (N 750-1300
mg%), IgA B HopMe 160 (N 90-230 mg%).

IKI: HopManbHOE IO/TOXKEHE ITEKTPUIECKOI OCH,
put™ cuHycoBbIl, mpaBuabHbI, YCC 80. Henmonnas
6moxaja mpaBoit HOXKM Imy4uka ['mca.

ITpu ynpTpa3sByKoBOe UCC/IefOBaHNE OPIaHOB MIIIe-
BapeHus BbisiBiieHa rermaromeranus (KBP nmpasoii fin
168 MM, TOJIMHA T€BOI ;ONMU — 74 MM), runepTpodus
XBOCTaToiI Koy nedenu (6121 mm), puddysusle n3me-
HeHUs IedeH) (CTPYKTypa IapeHXVMbI OHOPOJHAS,
9XOTeHHOCTD IOBBINIeHa). [laHHBIX, CBUJIETEIbCTBYIO-
IYX O HaJIMYMM [TOPTATbHOI TMIIEPTEH3UN, HE BbI-
ABJIEHO (BOPOTHas BeHa 13 MM, celle3eHOYHAs BeHa
AMaMeTPOM 7,2 MM), pa3Mephl Celle3eHKI He VBT YeHbL:
11556 MM, mnomanb = 47 cM?. B osocTy XemyHoro 1my-
3bIpsI BBISIBJIEHO HEOJHOPOJHOE COflepXKMOe (B3BeCh)
6e3 KOHKpeMeHTOB. TaKkyKe BbIsIBJIEHBI Y 3-IPU3HAKI
yMepeHHO AU QY3HBIX M3SMEHEHUII TOAKeTyTOYHO
xenesbl. [1pu Y3V Mo4eBOro mysbips 1 MpefcTaTenbHOM
>KeJIe3bl TaTOIOT UM He BBIAB/IEHO. BrinonHeHa ynbTpa-
3ByKOBas JoIuieporpadus, Mo JaHHBIM KOTOPOII I0-
KasaTe/u IOPTaIbHOTO KPOBOTOKA B IIpefie/IaX HOPMBI.

ITpu HenpsiMoit pubpoaNacTOMETPUM OIIpefieTieHa
9/IaCTUYHOCTD TIeYeHN, KoTopas coctasmna 6,1 klla,
YTO COOTBETCTBYeT IOIPAaHNYHOMY 3HayeHuo FO — F1
mo METAVIR u pacueHnBaerca KaKk MUHMMAa/NIbHOE
nposisrerue pubposa.

IHAOCKONNYIECKOe VICC/IeJOBaHNe BBIABIIO TPBLKY
MMIIEBOJHOTO OTBEPCTHS Auadparmsl.

3a nmepuop Haxoxjenusa 6onpHoro K. B cramuo-
Hape 0TMeYanoCh 3HAUYMTe/IbHOE ITOBBIIIEHNE YPOBHA
ceiBopoTouHbIX TpaHcamuuas (AJIT go 280 Ex/n, ACT
mo 160 Ex/n) ¢ mocnepyromuM ObICTPBIM CHIUDKEHMEM
(AJIT mo 109,4 Ex/n, ACT po 35 Exn/n.)

C LjeIbI0 YTOYHEHUA STUONOIUY U MOpdosornye-
CKOJI aKTMBHOCTY 3a00JIeBaHM s ITe4YeHV BBIIIOIHEHA
AVaTHOCTUYeCKas IIYHKIMOHHasA OMOICKA HeYeHN,
Ha OCHOBaHVY U3y4eHU MOP(OIOrnIecKoi KapTUHBI
CllelIaHO 3aKJIIoYeHNe O HaMM4Yuy MUIoQyclHo3a I1e-
4yeHM (OpTaibHbIE TPAKTHI HE PACUIMPEHDI, COTEPKAT
0 1 -2 MeNKMX >KeTIHBIX TPOTOKa. KieTkn snurenus
>KETYHBIX IPOTOKOB Oe3 n3MeHeH 1. KpynHokanenpbHas
SKMPOBas THOUIBTPLMS OT/IENbHBIX IEPULIEHTPATbHBIX
TelaTOLUTOB. YMePEeHHO BbIPa>keHHBIN TNIIO(YCIITHO3
LeHTPONIOOY/IAPHBIX FeIIaTOLUTOB) (puc. 1, Ha yeemHoil
sxelike).

Jnarxos nepuopuyeckoi 601e3H ObIT HOATBEPXK-
IleH TeHeTUYeCKUM UCCIefjoBaHMeM B [eHeTnyeckoM
nearpe PAMH: nposeneHo usydyenue obpasna JHK



C IIeJ/IbIO II0VICKA MYTALIMIT, PETUCTPUPYEMBIX IIPU «IIe-
puozudeckoy 6one3Hn». B pesynbraTe ceKBeHNPO-
BaHusA Bcero 10-ro sk3oHa rena MEFV, B koTopom
JIoKanu3oBaHo 6oyee 90% MyTalVIiL, perucTpUpyeMbIX
IIPU «IIePUOANIECKO 60/Ie3HN», 0OHAPY>KEHBI My TaL[ N
M6801 (c) u V 726A B KOMIIayHJ-TeTepPO3SUTOTHOM CO-
CTOSIHUM, TAKMM 00pa3oM, IMarHo3 «IeprogudecKas
60/1e3Hb» MOJIEKY/IAPHO-T€HETHYECKIMYU MeTONaMU
MOATBEPIKIEH.

C mesnblo onpefeNieHNsA OCIOXXHEHNA IepUofude-
CKOJ1 60/Ie3HN — aMUIONJ03a BBIIIOTHEHBI MOPdO-
noruyeckue uccnenoBanus (okpamnBanme KoHro-
KPacHBIM) OMOIITaTOB TOHKOI, TOJICTOI KMIIOK, IIEYeH.
OT/10)XKeHMsI aMUION/jA B OPTaHaX He BBISBIIEHO.

Hanuane y 60/1bHOTO IIeprOANYeCKOIL fuapen (Ipo-
BOLIVIPyeMOJ! yoTpeO/lIeH1eM B NIy MaKapOHHBIX,
MYYHBIX U3JIe/INi1), BBIIaJIeHM I BOTIOC Ha TPY/Y, KOHEY-
HOCTSIX, FOJIOBE IIOCTYXXV/IO OCHOBaHMEM JJIs IIPEJIIO-
TIO>KEHUsI Ha/TM4YUsI BTOPOTO 3a007IeBaHM L{e/TMaKII.
BonpHOMY IpoBefieHO 00OCIefoBaHMe B BUie OMOII-
CMM Y3 3aJIyKOBMYHOIO OT/ie/Ia JBeHALIaTUIIePCTHOM
KMIIKM, KOTOPOEe BBIABUIO CIEAYIOLVe V3MEHEHVA:
B IIOJC/IM3NUCTOM CI0€ GONbIIOe KOMUYeCTBO OpYHHe-
POBCKMX >XKesle3. BelcoTa KMIIIEYHBIX BOPCUH YMeHbIIIe-
Ha, 60/IBIITHCTBO 113 HUX 1eOPMIUPOBAHBIL, KOTTMYECTBO
MEeXXSINTeNNATbHBIX TMM(OLNTOB yBemdeHo. KpuirTsl
I1y6oKye, COOTHOIIeH)e BOpcrHa/KpyunTa 1/1. B ann-
TeJIVY JTHA KPUIIT TAaHETOBCKIE KIeTKU OTCYTCTBYIOT.
Cob6cTBeHHas ITAaCTMHKA CUJIBHO OTeYHA U YMEPEHHO
nHOUIBTpUpOBaHa MMMQOLUTAMU U TTIA3MOLUTAMMN
(puc. 2, na ye. exneiixe). ITpu okpacke KoHro-kpacHbIM
OT/IOXKEHNsI aMUION/ A B TKAHM [IBEHA [ [[ATUIIEPCTHON
KUILIKY He BBISBIEHO. [MCTOMOrMYecKasi KapTuHa co-
OTBETCTBYeT KIMHNYECKOMY JMAaTrHO3Y ITIIOTEHOBON
9HTepomaTuu Ha ctafuu Mapiu 3a.

IIpu uccnepoBanunm antutena Kk TTT (TkaHeBas
TpaHcrryTamnHasa) IgG 0,3 (N < 1,0), ATA (anTurnmna-
IuHOBBIe aHTUTeNa) IgA 5,32 (N 0-12),1gG 3,9 (N 0-12),
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anTuten DGP (nyaneMupoBaHHBII HETITUT T/TN-
apmHa) IgA 8,5, IgG 3,8 (N 0-12), T.e. oTKIIO-
HeHMII IOKasaTeslell He BbIAB/IeHO. VI3MeHeHmit
B $0chOpHO-KaNbI[EBOM COCTaBe KPOBY TAKKe
He BBLABJIEHO (KanbLuii — 2,57, pocdop — 1,18).
OTMeuaeTcst CHU)KEHE CBIBOPOTOYHOTO Kenme3a
1o 4,6 MKMONb/ 1. JleHCUTOMEeTpUs BbIsSBUIA
OCTEOTEeHNI0 TIOSICHNYHBIX 03BOHKOB (T mo-
SACHUYHBIX HO3BOHKOB L2 — L4=-1,2 (Z =-1,5),
T weiiku 6expa = 0,7).

OKoHYaTeTbHBIN AMarHo3 3a00/1eBaHm I1e-
4YeHU 6L CPOPMYIMPOBAaH KaK CTeaTOTeIIaTHT.
HecmoTpst Ha oTpuuarepbHOe 3HAYEHME UM-
MYHOJIOTMYeCKUX TeCTOB, HAJIN4Me TUIINIHBIX
MOP}OIOrNYecKX U3MeHEeHUI CIU3UCTO 060-
JIOYKM TOHKOJ KMIIKK IO3BOMWIIO HOCTABUTH
AMAarHO3 ITII0TeHYYBCTBUTENTBHON LIe/TMaKUI.

[TpoBenenHble 00CIEOBAH JaTV OCHOBA-
HUS [UIs1 TIOCTAHOBKY 3aKJIIOYMTENIBHOTO Ji/a-
raosa: Ilepuognyeckas 60ne3Hp (MofTBEPXK-
JeHHas TeHeTU4ecK). [I0TeHYyBCTBUTeNbHA L
Lennakus, creproe tedeHne. CreaTorenarnr.
XpOHMYIECKNII TAHKPEATUT B CTaJUI PEMUCCUIL.
I'ppXKa MUIEBOHOTO OTBEPCTH Auadparmsl.
BonpHOMY peKOMEeHIOBaHO CTPOroe coOIIofie-
HIE aITII0TEHOBOI Ve ThI, TIOJTHOE VICK/TI0UEeH e
QIKOTO/IbHBIX HAIIMTKOB, IIP/EM IeaToMpPOTeK-
TOPOB (3cceHIMaNnbHBIX POCOMUNIUIOB, ITpera-
PaToB yPCOIEe30KCUXO/IeBON KIC/IOTBI) KypcaMu
o 3 MecAua, 2 pasa B IOfi, IEPUOANYIECKIIL
npueM GpepMeHTHBIX IpenaparoB. CobmoneHne
arJII0TEHOBOJ AMETHI, CTPOTO U IIOXKM3HEHHO.

Takum o6pasom, TijarenbHOE 06CIeOBaHNe
60/IbHOTO U BAYMYMBBII aHA/IN3 IIOTYYeHHBIX
Pe3y/IbTaToB I03BOJIVIN BBIABUTD Y OOIBHOTO
coyeTaHUe JIBYX pefKuX Ooje3Hell: Iepuopu-
YeCcKoil 6ONIe3HM M ITIOTeHYYBCTBUTEIBHON
Le/TMaKIUN.
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