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AxHoTauums

OnucaHbl cCOBpeMeHHbIE NMPeCTaBIeHN O Mpegpacnoa-
rarmux gakropax, 0Co0eHHOCTIX UMMYHOTOTUYECKIX
M3MEHEHN, CBA3bI0 C AHTUT€HAMM TMCTOCOBMECTUMOCTH
HLA, ponu nupKyIupymomux ayToaHTUTeN B IIaTOTeHe3e 3a-
60/1eBaHNA y GOTBHBIX C BYIbIaPHOII My3bIpYaTKoil. OnucaHo
2 cmy4yas KIMHIYeCKUX HAOTIOeHNII BY/IbTapHOI Iy3bIp-
YaTKM M TMCTOBUHOI Iy3bIPYATKY, CONPOBOXKIAOIMXCS
CONYTCTBYIOLIEN NMATONOIMell BHYTPEHHNX OPraHOB B BUje
TMOPaKeHM s CEPEeYHO-COCYAUCTON CHCTEMbl, XPOHIYECKOI
KenmesopeduuutHOM aHeMun, 1P Py3HO-y3T0BATHIX U3Me-
HeHMIT M TOBUAHOI >kene3bl. [lonydyeH xopournit s¢pdexr
OT NIPOBeJeHNA 3TUOTPOIHOI, NATOTeHETUYECKOI M CHM-
NTOMATUYECKO Tepanuy B COOTBETCTBMI CO CTAHKAPTAMM
crenyanu3upOBaHHON MeIMIIMHCKONM IIOMOLIY IIPY CpegHe-
TSDKeNbIX (popMax My3pIPYATKI.

KniouyeBble cnoBa

BynbrapHas myspIpyarKa, TMCTOBMIHAA IIy3bIPYATKa, UMY-
HOTr€eHeTnu4YeCKaa npenpacnonomeﬂnomb II0 CUCTeMe HLA,
UUPKYTUPYIOL[e ay TOAHTUTENIA.

BynbrapHas mysbIpyaTKa — pefikoe ayTOMMMYH-
Hoe 3a00/IeBaHNe, XapaKTepy3ylolieecs NOsABIeHEM
Ha BU3Ya/IbHO He MI3MEHEHHBIX KOXKHbIX IIOKPOBaX
¥ CTIM3UCTBIX 000I0UKaX ITy3bIpel ¥ 3pO3Mit BCIIe-
CTBYE AKaHTO/IM3a. DTO CAMBIii paCIpOCTPaHEHHbII
IIOJBIT, ITy3bIPYATKI, Ha KOTOPbIN puxogutcs 70%
BCeX C/Ty4aeB ITy3bIpYaTKy B Mupe. 3a60/1eBaeMOCThb
BY/IbTapHOII ITy3bIPYATKOII KOeOIeTcsl B mpefienax
ot 0,08 mo 1,6 Ha 100 Tbic. Hacenenus. IIpu oT-
CYTCTBUM MMMYHOCYNIPECCUBHOII Tepalyy CMepT-
HOCTb OT IaHHOTO 3a00JIeBaHMA MOXET JIOCTUTaTh
60-90%[1].

68

Summary

The article describes modern views on predisposing factors,
characteristics of the immunological changes and link with
the histocompatibility antigens HLA, the role of circulating
autoantibodies in the pathogenesis of the disease in patients
with pemphigus vulgaris. Described 2 cases of clinical
observations and vulgar pemphigus, foliaceous pemphigus,
accompanied by concomitant pathology of internal organs
in the form of cardiovascular system pathology, chronic
iron deficiency anemia, diffuse and knotty changes of the
thyroid gland. The good effect of etiotropic, pathogenetic
and symptomatic therapy in accordance with the standards
of specialized medical care in moderate-to-severe pemphigus.

Key words
Pemphigus vulgaris, pemphigus foliaceous, immunogenetic
predisposition in the HLA system, circulating autoantibodies.

BynbrapHas mysbIpyaTKa IOpaXkaeT JIIofieil BHe
3aBUCHUMOCTH OT PacCOBON IPUHAMIEKHOCTH, BO3-
pacta 1 noma. O6BIYHO MOPAXKAIOTCA JIIOAN B BO3-
pacte 50-60 net, 3a60eBaHMe Yallle BCTPeYaeTcs
y eBpeeB alllKeHas3y, BEpPOATHO, B Pe3y/bTaTe TeHe-
TUYECKUX MyTauumii. ViMeeTcs TecHas acconyanus
aHTUTreHOM ructocoMectumocTt DR4, DR14, DQ1
1 DQ3 o cucreme HLA. Opgnako nonyiaunmu, nMe-
I0ll[/ie OJJMHAKOBYI0 T€HEeTUYECKYI0 NPefipacIoso-
’KEHHOCTb, MOTYT METb PA3INYHYIO KITMHIYECKYIO
KapTVUHY B 3aBMCYMOCTH OT BHELIHMX YC/IOBUII [2].
CywecTByIoT faHHble 06 oco6oit pomt HLA-DR11,
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DQ7 n DQ2, obecneynBamuux IpOTEKTUBHYIO
POJIb OT pasBUTHS Ay TOMMMYHHOJ Iy3bIpYaTKi [3].
B HacTos1ee BpeMs BeXyTCs UCCIIEOBAHNA O POIN
reHeTUYeCKMX MYTAlUil B STUOIOTUY ITy3bIPHBIX
IepMaro3oB [4].

Ha coBpeMeHHOM 3Tame CYUMTAETCS, YTO OCHOB-
HYI0 IATOT€HeTUYeCKYI0 POJIb B pa3BUTHUM 3a0071e-
BaHMA UTPAIOT LUPKy/Iupylomye ayroantutena IgG
(memdurycHble aHTUTENA) K KaATeApyHaM (ajresnu-
OHHBIM IIPOTEVMHAM) JeCMOCOM LINIOBATBIX K/I€TOK:
mecmoryent 1 u 3 (Dsgl u Dsg3) [5-7]. Ilem¢uryc-
Hble aHTUTeNa 6bUIM OTKPBITHI Beutner u Jordon B
1964 rony [8], a B anpHeliIIeM 9KCIIEPUMEHTATBHO
nopreep>xaeHo Michel B.  Schiltz J. R. (1974, 1976)
B/IVSIHVIE JAHHBIX aHTUTENT Ha TedeHVe BY/IbIapHOI
mys3bIpYaTKu. B mocmenyromem ObUIM OTKPBITHI afire-
3MOHHbIE IIPOTEMHBI Y JOKa3aHa IpsAMasd Koppes-
VIS MeKJY YPOBHEM LMPKYIUPYIOLINX aHTUTET K
Dsgl 11 Dsg3 1 cTeneHbIo TAXKeCT MaTONOINMYECKOTO
nporecca npu myssipyarke [9,10,11]. lecmornens-1
¥ IeCMOIJIENH-3, ABJIAACH ITIMKOIIPOTENHAMY, MIMe-
I0T pasHyI0 OTHOCKUTENbHYI0 Maccy: 130 x/la u 160
k/la coorBeTcTBeHHO. OHM ABIAIOTCA MOJIEKY/IaMIU
KJIETOYHOJI aJire3Uy U BhIPAOaThIBAIOTCA KIeTKAMI
KOXXM M CIM3UCTHIX. Y IAIMEHTOB C BYJIbIapHOI
Iy3bIPYATKOI PV OTPAHMYEHHOM MOpPaKeHUN
CIIMBUCTBIX 000I04EK BCTPeYaeTCs TOIbKO aHTU-
IeCMOTITIEVH-3 aHTUTeENIA, a IPY MOPAKEHNN KOXKI
— aHTUAecMorenH-1 — antutena. O6HapyskeHne
TOJIBKO aHTU/IeCMOTJIENH- 1 aHTHUTEIT XapaKTEePHO JIA
JMCTOBU/IHON my3bipuatky [12]. B pesynprate pas-
PYLIEHMA KOHTAaKTOB MEX/ly K/IeTKaMJ IIUIIOBATOTO
C71041 MU PMIICA, IOC/IEHIIE HAYMHAIOT OTAEIATHCS
ApPYT OT APYyTa ¥ CBOOOIHO I/IaBaTh B MEXXK/IETOYHOI
XKMJKOCTH, YTO IPOAB/IAETCA Ha KOKHBIX IIOKPOBAX
K/IMHIYECKN B BYJIe BOSHMKHOBEHIS IY3bIPeI.

CyujecTByeT 1 jpyrasi COBpeMeHHas TeOpys O
TOM, YTO HOsABJIEHUE aHTUTE K ZeCMOITIeMHAM —
BTOPOCTEIIEHHBI IIPOL[eCC, TOYHbIe MeXaHU3MbI
KOTOPOTO [0 CUX IIOp He ACHBI. IIpegmonaraercs,
YTO aroNTO3 IIPOVICXOAUT PAHbIIeE, YeM aKaHTOJIN3,
9TO HMOATBEP)KZaeTcss OOHapy>KeHMeM OOJbLIOTO
KO/IYeCTBA AIIONTOTNYECKNX K/IETOK B OMONICUITHBIX
obpasuax y 60/mpHbIX Iy3bIpyaTKoit [13, 14]. beita
BBIJIBYIHYTa TeOpHs, 4TO IgG HapyIaT SKCIPEeCCIo
T€HOB, BBI3BIBAIOIIMX AIIOITO3, I 3TO IPOMCXONNT
ropasfio paHbllle, YeM HauMHAeTCA NPOLecC aKaH-
tonusa [12,15]. Ilpeamnonoxenne, 4To B IaToreHe-
3e Iy3bIPYaTKM OCHOBHAsA POJIb MIPUHAMIEKUT HE
TOJIBKO NeM(UIYCHBIM aHTUTEIaM 1 aiIT€3MOHHBIM
IpOTeNHaM, IIOATBEPXK/IAETCA TeM, YTO JIedeHNe
MOHOK/IOHa/IbHBIMU aHTHUTE/IaMM, KOTOpPbIe MOfia-
BIIAAIOT JierieHyie B-mumonnTos, BipabaThiBaroInX
aHTHUTeNA K leCMOIJIeNHaM, He Bceraa 9ppeKTUBHO.
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Knuanueckuit adpdext He JocTHraeTcsi, HECMOTPs
Ha CHIDKeHUeE B Mpoliecce JIeYeHUs COlepyKaHms
B-mumdornuTos n anTUTeN K lecMorenHam [13,14].
Kpowme Tor0, pe3ynbTarTsl NCC/IeTOBaHNIT TOCTETHNX
JIeT YKa3bIBAIOT Ha y4yacTue B-k1eTok B pasBuTum
ayTOMMMYHHBIX 3a00/IeBaHUII, IOCPEICTBOM He
TOJIDKO CUHTE3a ay TOAHTUTeJI, HO M pea/M3aliiiy UM
aHTUTEHIIPe3eHTUPYIOIIell GYHKIVN C aKTUBaIuei
ayTOpeaKTMBHBIX T-K/IeTOK, a TaKXXe Iy TeM CUHTe3a
IVITOKMHOB. B pe3yybrare y 310poBbIX JOOPOBO/ID-
11eB 0OHAPY)XMBAIOTCS ayTOpPeaKTUBHbIE B-KIeTK.
[To-BuAMMOMY, 11 HapYILIEHNS TONIEPAHTHOCTHU
B-Kk/1eTOK He0OXOAMMO y4acTHe HOIOTHUTETbHBIX
MeXaHM3MOB. Bo3M0OXHO, B Ipoleccax MHAYKLINN
ayTOMMMYHHBIX peaKINii IPUHIMAIOT y4acTye U
tomt-nogo6usie perentopsr (TLR) [16].
OKCIepuMeHTaIbHble MOJIe/IN BY/IbTapHOI IIy-
3BIPYATKY HA TA0OPATOPHBIX KMBOTHBIX aKTUBHO
IpPOJO/DKAIOT U3Yy4aThCs B HAcTOsALIee BpeMs, HO
IenaTh OJfHO3HAaYHbIE BBIBO/IBI OTHOCUTETHHO BCEX
MeXaHM3MOB U 3aKOHOMEPHOCTell pa3BUTHUS TaH-
HOTO 3a00JIeBaHMsI TTOKa IPeXIEeBpPeMeHHO IO TOii
NpUYMHE, YTO Jake IIPY YCIOBUMU IIOTHOTO BOC-
NPOU3BEleHNST KTMHNYECKIUX, TUCTOTOTUIECKUX,
YIBTPACTPYKTYPHBIX I MMMYHOIOTMYECKUX HIPU-
3HAKOB ITy3BIPYATKM Ye/I0BeKa Y 1a60paTOPHBIX
JKMBOTHBIX, BCE€ JK€ HeNb3s [IeJIaTh OHO3HAYHbBIX
BBIBOZIOB 00 MAEHTUYHOCTU pe3ynbTaToB [17].
VIHpyKuys akaHTONMN3a B KY/IBTYpe KJIETOK KepaTu-
HOIL[TOB C UCIIO/Ib30BaHMEM CBIBOPOTOK OO/bHBIX,
CTpaJAIOLINX Y3BIPYATKOI, BBLABIIIA CTIOCOOHOCTD
IgG-aHTNTeNT BY/IbrapHOIl MIy3bIPYATKY CAMOCTOSI-
Te/IbHO, 6€3 IIPUCYTCTBYUSA KOMIUIEMEHTA, BHI3bIBATh
MOTEePIO MEXXKJIETOUHOIT afire3un. B akcriepumenTtax
OBI/TV TTOTTyYeHbI JAHHBIE, YTO y MBIIIell BBeleHIe
aHTUJeCMOIJIeNHA 3, IOTYYeHHOTO OT 0O/IbHBIX
Iy3bIPYaTKOI JIIOfIeil, BLI3BAJIO MOSB/ICHIE K/INHY-
YeCKOJ CUMIITOMATVKY ITy3BIPYATKY, IIOATBEPIK-
DeHHOV maTOMOP(dONOTNYeCKUMN METOLAMMU U
Henpsamolt PVI® [18]. EcTp Tak)Ke flaHHBIE, YTO Y
MBIIIIEN KIMHMKA TY3bIPYATKI IPOSIB/ISIETCS TOBKO
IpY BBEIEHUN COUETAHUs aHTU/IECMOTTIENHOB 1 1
3, 4TO TaK)Ke He TIOTHOCTHIO OOBsCHSET ITaTOTeHe3
3aboneBanns [19]. Takoe MHOroo6pasue maroreHe-
TUYECK!U 3HAYMMBbIX ayTOAHTUTEN IPU UCTUHHON
aKaHTOIMTUYECKOII ITy3bIpYaTKe MOXKET CBU/IETe/Ib-
CTBOBATb, C OJHO CTOPOHBI, O BO3MO>XHOM Y4aCTUI
pAfia CTPYKTYPHBIX 97IEMEHTOB 3IN/IEPMOLIUTOB B
Ipoliecce aKaHTO/IN3a, & C JPYToil CTOPOHBI — BHOBb
MOJITBEPXK/aeT TEOPUIO0 O BTOPUYHOM XapakTepe
aHTUTenoob6pasoBanns. Takum o6pa3om, B maTo-
reHese JJAHHOTO 3a00/IEBaHMS OCTAETCS €llle MHOTO
BOIIPOCOB, M3y4eHIe KOTOPBIX /JaCT BO3MOXXHOCTD
pa3paboTKy ¥ Ha3HAYeHUs TAPTeTHBIX MPeNaparoB
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UL JIe9eHMsA MeXaHM3MOB 3TOI'O CePbe3HOTO MaTo-
JIOTMYeCKOTO IIpoIiecca.

«30JI0TBIM JATHOCTUYECKIMM CTaHIAPTOM» IIPK
IIOCTAHOBKE JAMarHo3a BY/IbTapHOIl ITy3bIPYaTKU B
HacTosAllee BpeMs CIIyXKaT UMMYHOTUCTOXMMMUYe-
CKUe MeTOJbl: BhiAB/NeHNe IgG B MEeXK/IETOYHOI
CKJIeVBAIOLIell CyOCTAHIMM SNUJIePMICA BU3YaTbHO
370pOBOJI KOXXV B OMONTATE, IOMYICHHOM PSAIOM C
04aroM rnopaxxeHus (IpsmMas MMMYHO(TIOOpeCLieH-
V1), @ TAK)Ke BBIABIIEHME IMPKymmpylomux IgG-
ayTOAQHTUTEN IIPOTUB AaHTUTEHOB MEXK/IeTOYHO
CBA3BIBAIOLIEN CYOCTaHIVIN B TTeprdepIdecKol Kpo-
BU (HempsAMas MMMyHodoopecenms). OpHako,
B BUJIY JOPOrOBM3HBI METO/A ICIIO/Ib30OBAHME €ro Ha
TePPUTOPUY MHOTUX CyOBbekTOB PO He mpecTapis-
€TCsl BO3MOXKHBIM, XOTsI 3HAYMMOCTD €TI0 BBICOKA He
TOJIBKO C AMArHOCTUYECKOI TOUKY 3PeHMs, HO U, B
psfe CIy4aes, i pelleHNs BOIPoca 0 Ha3HAYeHNN
aJileKBaTHOII Teparmu. Kak y»e roBopuniocs, TUTPbI
aHTUTEJI JOCTOBEPHO KOPPEIUPYIOT CO CTEIICHBIO
TSDKECTY BY/IbIapHOII ITy3bIPYaTKN. Y HEKOTOPBIX
HALMEHTOB OTMEYaeTCsA COYeTaHMe PAa3HbIX TUIIOB
Iy3bIPYATKY WIN M3MEHEHVe THUIIA ITy3bIPYaTKM C
TeyeHMeM BpeMeHu. Tak, HanpuMep, y 60IbHOTO
C aHTUTENaMM K JIeCMOITIENHY-1 M KIMHUYECKON
KapTMHOV TUCTOBYIHOMN ITy3bIPYATKM CO BPEMEHEM
MOTYT HOSBUTBCSA U aHTUTEJIA K JIeCMOT/IENHY-3,
YTO TUIIMYHO JJIA BY/IbIapHON Iy3bIpyaTky [14].
B aTom ciydae nsMeHeHMe JO3UPOBKY IIperapaToB
U cXeM Tepanuy O6bUT0 661 060CHOBAHO HE TOTBKO
KJIVMHIYeCKHU, HO U nabopaTopHo. OfHaKo, B Ha-
cTosllee BpeMs B OOJIBIIMHCTBE PerMoHoB Poccun
VICTIO/IB3YIOTCA NI JOMOMHUTETbHBIE METObI
AMArHOCTMKY BY/IbIAPHOII My3bIPYATKU: IIUTOJIO-
TUYEeCKUI U TUCTOOTUYECKUIT METO/bl, MMEIOIIle
BTOPOCTEINIEHHOE 3Ha4YeHIe.

JI1s1 KIMHUYEeCKOI OLIEHKU CTEeIeHM TKeCTU
IaTOJIOTMYECKOTo Mpoliecca Ipy BY/IblapHOI ITy-
3bIpYaTKe MOTYT OBITH MCIIO/Ib30BAHBI CIIEAYIOIVIe
MEXYHapOJHbIE NH/EKChIL:

- MHJIEKC IUIOLIAM OPaXKeH s IIPK ITy3bIpyaTKe
(PDAI) [20];

- MHJIEKC CTeIeHU TSXKECTU NPY Ny3bIpyaTKe
(PSS) [20];

- MHJIeKC MHTEHCUBHOCTY IIOPa>KeHNA KOXI ITPU
ayTOMMMYHHBIX Oy//Ie3HbIX 3aboneBanusAx (ABSIS)
[21];

- YHUPUIIMPOBAHHBIN J/I BCEX KOXKHBIX 3a-
6oneBaHuit MHAEKC romanu nopaxenus (BSA),
KOTOPbIiT OyfieT MMeTh B TaHHOM C/Ty4ae JOIIO/THM-
Te/IbHOE 3HAYeHNE.

VHaeKc IIomagy MopakeHus Ipy Iy3bIpyaTke
(PDAI) siBnsietcst 60/ee HaJleXXHBIM U IIPOCTBIM B
VICIIOJIb30BAHUN B IIOBCETHEBHOI IPAKTUKE, YeM
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0a/IbHasA OLlEHKA TAXKeCTM ayTOMMMYHHBIX OyII-
ne3HbIX 3a0oneBanuit koxu (ABSIS) nna 6onee
[eTaJIbHOTO aHA/INM3a CTEIeHNU TXKeCTY TedeHUs
IY3BIPYATKY B C/Ty4ae JIETKOTO WV CPEIHETSKETIOT0
TedeHMs O0Ie3H.

Llenbio ledeHNs MALMeHTa SB/IACTCSA YMEHbIIe-
HJi€ BOCITQ/INTE/IBHOTO OTBETA U IIPOJ YKLV Ay TOaH -
TUTE. YYUTBIBAA TO, YTO CIIELUPUIECKOTO JIeUeHU
BY/IbI'apHOJI ITy3BIPYaTKM B HACTOsIee BpeMs He
paspaboTaHo, HanbosIee YaCTO /IS JIeUeHUs TIPU-
MEHSIOT IIperapaThl KOPTUKOCTepouioB. BeneHme
KOPTUKOCTEPOVIHBIX IIPeNapaToB I03BOIMIO 3Ha-
YUTE/IBHO COKPATUTh CMEPTHOCTD, HO K IIOJTHOMY 13-
JIeYEHNIO IIPYIMEHEeHNe TaHHOI TPYIIIBI IIperapaToB
He npuBoauT. Kak usBecTHO, TpebyeTcs MOCTOSAH-
Has MOAJEPXKMBAIOLIAs TepPaNus, YTO CONPKEHO
¢ 60/IBIINM KOTMYECTBOM IMOOOYHBIX 3(pdeKToB.
VIMMYyHOpeTIpeccaHThI CIeiyeT pacCMaTpUBaTh Kak
METOJ, TepaIly BYIbIapHOJ ITy3bIpYaTKI HA pPaHHEI
cTaguu 3ab60/IeBaHms, B Ka4eCTBe CTeponj-coepera-
IOLIVX TIpernaparos [22].

Buonornyeckne mpemnaparsl TakXe HAaIIU B
HOC/IefiHee BpeMs LIMPOKOe MpYMeHeHue A Jie-
YeHMUs BYIbTapHON My3bIpYaTKU. B 3apyOexxHbIX
MICCTIeIOBAaHUAX HaubojIee MU3Y4EeHO IpYMEeHEeHNe
peTykcnMaba, a TakoKe COYeTaHHbIe METOJIVIKY TIPK-
MeHeHNs peTyKcuMaba ¢ HapeHTepaIbHbIM UMMY-
HOITIOOY/IMHOM B KaueCTBe TepaIrmy nepBoil IMHUN
IpU TSDKETOM TedeHun 3aboneBanns [23].

VIMeroTcs JTaHHbIE O XOPOLINX 1TA00PATOPHBIX U
KIMHUYECKUX Pe3yIbTaTax Tepalyy MaleHTOB C
TSDKeTIol pOpMOIT BY/IbIapHON ITy3BIPYATKI, TIOTTY-
YaBIIVX KOMOVHIPOBaHHOE JIeYeHe IIUTOTOKCHYe-
CKMMM IIperapaTaMyl B COYeTaHUM C BHYTPYBEHHBIM
ummyHorno6ymaoM (IVIG) o cpaBHeHMIO ¢ ma-
IVIEHTaMM, IIOJTy4aBIIVMM TOTbKO BHYTPUBEHHBIN
uMMyHorno6ymH (IVIG)[24].

Inknodochamup ncronb3yercs mis peppaxrep-
Holt popmer 3aboneBanus [25].

MecTHOe Jle4eHNe BY/IbTapHOI My3bIPYATKIU
BKJIIOYAeT B ceOs TPaAUIMOHHblE MaHUITY/IALVIN:
BCKPBbITHE ITy3bIpeN, TYLIMPOBaHIEe 9PO3UI PaCTBO-
paMim aHWIMHOBBIX KpacUTeIell C Iie/Iblo MPefoT-
BpallleHNs BTOPUYHOTO MHPUIMPOBaHMA (caMoit
Y4aCTOI MPUYMHBI CMEPTHOCTY CPeiM NMALMeHTOB
C BY/IbIapHOII Iy3bIPYATKOI1), IPMMEHEeHIe SIIN-
TEeM3NUPYIOIINX CPECTB, @ TAKXe UCIIOTb30BaHNUe
Hea/[re3VBHbIX MaTepUasIoB /I HepeBA30K.

IIpusodum KnuHuueckoe HabnooeHue.

bonbroit M., 1949 r.p., mocTynmn B KOXKHOE OT-
nenenrie KupoBckoro o61acTHOro KJIMHNYECKOTO
KO>KHO-BEHEPOJIOIMYeCKOoro aucnancepa 22.02.2005
¢ aj06aMyl Ha Ha/I41e pacpOCTPAHEHHBIX BBICHI-
IaHWIT, TOPAXKAOIIVX JINIIO, HOAMBbIILIEeYHbIe BIIaJIN-
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HBI, TY/IOBMIIE ¥ KOHEYHOCTH, COITPOBOXK/JAIOIINXCS
He3HAuVTe/IbHOII 00/Ie3HeHHOCThI0. bosieH B TedyeHne
2 Mecs1eB, KOT/ja BIIepBble 0OpaTil BHUMaHue Ha
HOsIB/I€HJI€ BBICHIIIAHMIA B TTOJIOCTY PTA I HOCOBBIX
X07laX, COIIPOBOXKAIOMIMXCA KPOBAHUCTBIMU KOP-
Kamiy. CBA3b ¢ IpOBOLMPYIOWNMYU (aKTOpPaMy He
BbIAIBJIEHA, HAC/IE,CTBEHHOCTD He oTAroleHa. [Ipu-
BbIYHbIE MHTOKCUKALIMU OTpuLiaeT. [Ipumensn cmsr-
Yarolle Masy, OJI0CKaJl pOT pacCTBOPOM POMAIIKI,
6e3 Bugumoro sddexra. Ilpu pacupoctpanenun
Ipoliecca Ha KOHeYHOCTH U TY/IOBMIIE 0OPaTMICH K
[epMaToJIOTy 1 ObII TOCIIUTAIM3MPOBAH B CTALINO-
Hap. ComyTcTBytomye 3abonesanus 6ompHoro: VIBC.
Crenokapans HanpsbxeHns. OKII HK2. [unepronu-
4eckast 00/e3Hb 2 CTeleHM, Tpyma pucka 3. XpoHu-
YecKas aHeMM: JIETKOV CTelleHy TspKecTu. bonbHo
IOCTOSHHO IIPMHMMAET U3OITHUH ¥ KapMOMAaTrHMIL.
ITpy nocTynieHny COCTOsHME Y/IOBIETBOPUTE/Ib-
Hoe. B terkux ocnabneHHOe Be3UKy/IApHOe AbIXaHMe
¢ 6pOHXVAIBHBIM OTTEHKOM, TOHBI Cepflla ITyXue,
PUTM IIPaBU/IbHBIN, IPY AYCKY/IbTalMy — AKLEHT 2
TOHA HaJl aopToli, cuctonmdeckuit urym, 4CC 100
ynapos B MunHyTy, AJl 130/90 MM pT.cT. JKuBoT mAr-
Knit, 6e300/1e3HEHHDII, IIeYeHb 110 Kpalo pedepHoit
myru. Cumnrom [TacTepHankoro orpuiaresneH ¢ ode-
UX CTOPOH, INype3 B IIpefie/laX BO3PacTHOM HOPMBI.
Cryn co CKIOHHOCTBIO K 3aII0paM.
ITaTonormyeckmit KOXKHbIN IPOLIECC PacIpOCTpa-
HEHHbII1, CUMMeTPUYHBbII, OCTPO-BOCIA/IUTENBHOTO
xapakTepa. Ha KO>KHBIX MOKpOBaxX HIDKHUX BeK,
HOCOBBIX XOZIOB, KpacHoi1 KaiiMbl ry6 (Poto 1), mo-
noctu pra, Tynosuia (Poto 2,3), crubarenpHOI 110-
BEPXHOCTY BEPXHUX V1 HVDKHUX KOHEYHOCTe1 oIIpe-
Ie/AI0TCA MHOXKeCTBeHHbIe 1y3bipy oT 0,5 10 3 cM B

IMaMeTpe, 3al10/THEeHHbIe CePO3HO-TeMOPParn4ecKoi
JKMJKOCTBIO, C TOHKOIA, JIETKO BCKpbIBalolelics 1o-
Kpbikoit. [Iyselpy pacnonararorca Ha BU3yanbHO
He M3MeHeHHOM (pOHe, CKIIOHHBI K yBeTMYeHNIO
no nepudepun Ipy HafaBIMBAHUM HA MOKPBILIKY
(monoxxurenbubie cuMiToMm Acbo-Tansena). Cum-
nroM Hukonbckoro pesko-nonoxxuteneH. Ha mecte
BCKPBIBILXCS ITy3bIpeil 00pasyroTcsi pO30BO-Kpac-
Hble 9p031J, MeCTaMI ITOKPbITbIe CepPO3HO-TeMOp-
parm4ecKuMu KOpKaMi. B mopgMplieyHbIX BIIa{iHAX
U MeXDATONVYHOI CKIaJIKe OIpeeA0TCs MHOXe-
CTBEHHDbIe BereTaluu, MecTaM! 3pO3MPOBAHHDIE.
HorrteBble mmacTUHBI Ha IajbliaX KUCTEN M CTOII
He u3MeHeHbl. [laTomornyeckne n3MeHeHUs BOIOC
OTCYTCTBYIOT.

O6mmmit aHamu3 kposu ot 23.02.2005: remoryo-
6uH 94 r/1; spuTpounTtsl 3,2¢1012/71; 11BETOBOI 11O-
kasaresb 0,90; meitkouTol 9,2¢109/71, 11. 41%, ¢. 39%,
3. 6%, mumdounts! 1,5%109/1; MoH. 0,4%109/1; COD
25 MM/4. buoxummdeckuit aHamm3 KpoBU: ITIIOK0O32
4,6 mmol/l, ACT 31,6 U/, AJIT 37,8 U/], bunupybun
o6umit 6,0 umol/l, 6umpy6un npsamoii 2,67umol/l,
XOJIeCTEPUH o061t 7,2 mmol/l, Tpurmyepuisl 0,98
mmol/], moueBuHa 8,4 mmol/l, gucrnobynruemns.

O6muit ananus moun ot 23.02.2005: cOOMEHHO-
JKeJTasd, MyTHas, peaKlys Kucaas, OTHOCUTeNbHas
m10THOCTH 1,011, caxap He 06Hapy>1<eH, 6enmok 0,13
/71, IIOCKUI suuTenuii 1 - 4, meiikouTel 4-8 B 1mose
3peHMus, Cu3b.

B ananuse kaja siiila IIMCTOB He OOHAPY>KEHBL.

B mMa3kax-oTmeyaTkax c fiHA CBeXMUX 3PO3UIl
oOHapy>KeHbl aKAHTONMUTUYECKMEe KIeTKY TIaHka.
Ha ocHoBaHMM K1MHMKO-1a60paTopHOro 06ceno-
BaHVs 00/IBHOMY BBICTaB/IeH AMarHo3: Bymbraphas

dorto 1. lo neyeHus
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HySpr‘IaTKa, HO,[[TBep)K,HeHHblﬁ TVICTOJIOTYECKI.
HeCMOTpH Ha TO, YTO B IIOOMBINICYHBIX BIIAJgVHAX
VI MEXDATONVUYHON CKIajKe ObUIM BbISBIEHbDI apo-
3pOBaHHbIE BereTaluu, NMarHo3 B€I‘€TI/Ipy10].LI€I7[
Iy3BIPYATKI BBICTaB/IeH He ObUI. CBSA3aHO 9TO C TEM,
4YTO B ITOC/IE€JHNE TObL BeFeTMpYIOLHYIO HySpr‘{aTKy
paccMaTpMBaIOT KaK BapMaHT BY/IbTapHOI ITy3bIp-
qaTKm [26].

JledeHue marueHTy OBIIO Ha3HAYEHO B COOT-
BETCTBUM CO CTAaHJAPTOM CHCHI/I&}II/I3I/IPOB&HHOI7[
MEeIMITHCKO IIOMOIIV IIPY CpefHe-TKeNbIX Gop-
Max Imy3bIpuaTky. HasHadeHa ygapHas gosa npegHu-
30710Ha - 90 Mr B cyTKM (TabneTrpoBaHHas popma).
B Teuenue 3 Hefenp ynamoch NOCTENIEHHO CHU3UTH
103y IIPeJHM30/I0HA 10 50 MT B CyTKM, ObIT ZOTION-
HUTE/IPHO Ha3HAYEH METOTPEKCAT B JO3UPOBKe 7,5
MT KaKjible 7 HEl, YTO MO3BOMANUJIO IMTOCTENEeHHO
CHU3UTD €XeJHEBHYIO TO3MPOBKY IPENHNU30/I0HA
1o 30 Mr. B KauecTBe 3aMeCTUTENBHON U COITY TCTBY-
IOlIell Tepanuu, B TOM YUCTIe A/l HPOQUIAKTUKI
H000YHBIX 9 PeKTOB MaLMEHT MOTyYas OMEIIPasor,
IIpenapaTbl Kaaus, IVNIIOKOHAT KaJlblNA, KaHCYHbI,
cofiepkaliye B CBOeM cocTaBe BuTamMuubl A n E,
IpeTapaT, Cofiep>KaIuii Cybdar skeie3a M BUTAMIH
C. MecTHoe jle4eHNe: TYIPOBaHe 9PO3Mil pacTBO-
poM dykapunHa, Mas3b, CofepKalas MOMeTa30Ha
¢ypoar.

HPO,E[O}DKI/ITe}IbHOCTb JIEYE€HNA B CTallMOHape
cocraBuia 5 Heflenb. B xoe nmeyeHus npexkpaTu-
JIOCh TIOABJIEHNVE CBEXUX ITy3bIPeli, 9pO3UN IMUTe-
NM3UPOBAJINCDH, HA UX MeCTe 06pa3oBaINCh OYarn
BropuyHoil runepnurmenTanyy (doro 4,5). Cum-
ntoM Hukonbckoro OTpMHaTeHbeIﬁI, BBICBITIAHW A
Ha C/IM3YUCTBIX OTCYTCTBYIOT. bonbHOI BhINMCaH B

YIOB/IETBOPUTETLHOM COCTOSIHUM TI0J, AUCIIaHCep-
HOe HaOJo[leHNe [epPMaTOBEHepOoIoTa 10 MeCTy
JKUTENbCTBA.

bonbhas B., 1946 r.p., nocTynmia B KO)XHOE OT-
penenyie KupoBckoro o61acTHOro KIMHNYECKOTO
KO>XHO-BEHEPOJIOrn4ecKoro aucmancepa 20.05.2009
¢ Kaymob6aMy Ha Ha/ju4dye paclpoCTpaHEHHBIX BbI-
CBITTAaHMIA, TOPAXKAIOLINX N0, TYTOBUILE, ATOMVIIbI,
B MEHbIIIET CTEIIeHN KOHEYHOCTH, 63 BBIPaKEHHOI
CyOBeKTUBHOI CUMIITOMAaTUKNU. bo/ibHa B TedeHMe
MecsIla, KOrJa BIepBble 00paTuiIa BHUMaHNe Ha
THOSIBJ/IEHVIE BBICBIIIAHNIT Ha TY/IOBUILE, KOTOPbIE Obl-
CTPO IIPUHSIN TeHepaTN30BaHHbIl XxapakTep. CBA3b
C IPOBOLMPYIOIMY GaKTOpaMu: IIUTEIbHOE Bpe-
MsA paboTaja Ha JIaKO-KPaCOYHOM IIPOU3BOJCTBE.
HacnencTBeHHOCTD He oTATOIeHa. [IpyBbIYHbIE MH-
TOKCHMKallMM oTpuiiaeTt. IIpumeHsna caMmocToATeNb-
HO Ma3b «CrHadan», 6e3 BeIpakeHHOTO 3¢ deKTa.
[Tpu pacmpocTpaHeHMM Ipoljecca Ha ATOAUIIBI U
KOHEYHOCT!U 00paTmiIach K AepMaTonory u Obia H
rOCNNUTANN3MPOBaHa B cTannoHap. COnyTCTBYIO-
e 3aboneBanus 6onpHOI: CaxapHblil fuabeT 2
tumna. [TanyeHTKa NOCTOSAHHO IPMHMMAET IIperapar
II0KO(ax.

[Tpy mocTymIeHNn COCTOsAHME Y OBIETBOPHU-
Te/lbHOeE. B /IerKMx IbIXaHMe Be3sUKYyIApHOe, XPUIIOB
HeT. ToHBI cepfilia I/IyXue, pUTM NPaBUIbHbIN, IpU
ayCKy/IbTallUM — aKLIeHT 2 TOHA HaJl a0pTOif, CUCTO-
mraeckuii myMm, YCC 92 ymapa B munyTy, All 140/90
MM PT.CT. JKMBOT MATKmit, 6e360/1e3HEHHBIIA, ITeYeHb
10 Kpato pebepHoit gyru. Cumnrom ITactepHankoro
OTpHILaTe/IeH ¢ 00eVX CTOPOH, ANype3 B Ipefenax
BO3pacTHOI HOpMBL. CTy/I CO CKTOHHOCTBIO K 3a-
Hopam.

®doro 4. Mocne neyeHns
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ITaTonormyeckmit KOXKHbIN IPOLIECC PacIpOCTpa-
HEeHHBIIT, CUMMeTPUYHBII, OCTPO-BOCHATUTEILHOTO
xapakrepa (Poto 6,7). Ha KO)XHBIX IOKPOBax Ty-
JIOBUIIA, ATOANLL, TJIeYell u Gefiep OIpenensoTcs
MHO)XeCTBeHHbIe ITI0BePXHOCTHbIE Ny3bpIpu OT 0,5
0o 7 cM B IuaMeTpe, 3all0/IHEHHbIe CePO3HO-Te-
MOpparm4eckoil XUJKOCTbI0, pacIosaramiiuecs
Ha 9pUTEeMaTO3HOM (OHe, CKIIOHHbIE K nepudepn-
yeckoMy pocTy. OTIenbHble BbICHIIAaHUA TTOKPITHI
CJIOUCTBIMM CEPO3HO-TeMOpparn4ecKuMm KopKo-
YeIlyiKaMy, TP CHATUYM KOTOPBIX OOHAPYXM-
BAIOTCS SIPKO-KPacHOTO IiBeTa 3po3un. CUMITOM
HuKonbcKoro pesko-nonoxurenbHblit. Horresore
IUTAaCTMHBI Ha ajIblaX KMCTEN Y CTOI He MI3MEHEHBI.
ITaTonornyeckue n3MeHeHNA BOJIOC OTCYTCTBYIOT.
Jepmorpadmam KpacHBIIL.

B o61em ananmse kposu ot 22.05.2009: onpepe-
JIIETCS IEMKOLMTO3 10 9,60109/11, moBbiienne COS
o 25 MM/4, ocTajbHbBIe IIOKa3aTenN B Ipefenax
HOPMBI. buoxumnuecknit aHaau3 KpoBu: T/II0KO3a
7,2 mmol/l, ACT 36 U/l, AJIT 42 U/l, 6unupy6bun
o6umit 6,7 umol/l, 6umpy6un npsamoii 2,67umol/l,
XOJIeCTEPUH 061mi1 6,8 mmol/l, Tpurmyepuisl 0,98
mmol/l, moueBnHa 8,4 mmol/l.

O6umit anamms Mmoun ot 22.05.2009: Bce rmokasa-
TeJN B IIpefie/lax HOPMBI.

B ananu3e kasa siiila IIMCcTOB He OOHAPY>KEHBI.

B mMa3kax-oTmeyaTkax Cc Ha CBEXMUX 3PO3Uil
oOHapy>KeHbl aKAHTONMUTUYECKMEe KIeTKH TIaHka.
IIpu rucTomornyeckoM MCcaefoBaHNY BbISABIEHBI
IpU3HAKM CYOKOpHea/bHOTO aKaHTO/IN34, LIe/IeBUTI-
HbIe ITOJIOCTH I10f], POTOBBLIM CIO€M 3NMJiepMIIca 1 Ha
YpPOBHE 3epHUCTOTO c/1os. B jepme onpepensgeTcs
He3HauMTeNbHasA MHOUIbTpAL.

®oto 6
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Ha ocHoBaHMM KIMHUKO-Tab0paTOPHOTO 00-
cnemoBaHuA 60ONbHON BbICTaB/IeH AMarHos: Jlu-
CTOBUIHAS Iy3bIpYaTKa, JUATHO3 IIOATBEPXKEH
IUCTONIOIMYECKI.

[TanmeHTKa MOMTy4nIa Ie4eHre B COOTBETCTBUMN
CO CTaHZAPTOM CIIelVaNN3VPOBAHHOIN Me[MIMH-
CKOJ1 HOMOILIY IIPY CpejHe-TsDKe/bIX popMax MysbIp-
vaTky. [IpoBesieHa ciepyonias Tepamsi: HpeHu30-
JIOH y#apHas fo3a 70 MI co CHVYDKeHMeM Jo03bI 1o 30
MT B CyTKM IIPY BBIIIVICKe U3 CTAIOHapa. B kauecTBe
3aMeCTUTE/IbHOIL U COIy TCTBYIOLLEli Tepamui, B TOM
qycie sl TpodUIakTUKy Ho6049HbIX 9P PeKTOB
HalMeHTKa II0/TyYasia OMEpasor, IIperaparsl Kajis,
THOCY/Ib(AT HATPY, KAIICYIIBI, COfiepyKaliyie B CBOeM
cocrase BuTamuusl A 1 E, mpemnapart, comepsxarunit
aCKOPOMHOBYIO KIC/IOTY M PyTHH. MecTHOe /ledeHe:
TYyLIXPOBaHue 3po3uit Kpackoit Kacrennanu, masp,
copeprkaiias 6eTaMeTasoHa JUIPONOHAT.

[TpoROmKUTETBHOCTD NIeYeHNs B CTallllOHApe
cocTaBua 4 Hefienu. B xopje meveHnst mpekpaTnnoch
HOSIB/IEHVIE CBEXXIIX ITy3bIpeit, 9pO3NI SIUTEeTN3UPO-
BaJ/INCh, Ha VX MeCTe 00pa3oBaNiCh OYary BTOPUY-
Hoit runepnurmenranyuyu. Cumnrom Hukonbckoro
oTpuLaTeNbHBbI. bonbHas BBINNICAaHA B YIOB/IETBO-
PUTEIBHOM COCTOSIHUM IOJ AUCIIAHCEPHOE HaOIIIo-
IieH1e epPMaTOBEHEePOJIOra 110 MeCTY XKUTE/IbCTBA.

PesroMupys BbllllecKasaHHOE, HEOOXOAMMO OT-
METUTB, YTO COBPEMEHHbIe CBefieHNs 00 aT1omnarore-
Hese, MeTO/axX JMarHOCTYKY Vi JIeYeHVIsI BY/IbrapHO
Iy3bIPYaTKV 3HAYNTENbHO M3MEHMNNCh. [lokasaHa
accouyanys 3ab6oneBaHNs C psAKOM aHTUTEHOB -
crocoBMecTUMOCTHI 110 cucreMe HLA, mosaBunuch
manHbIe 006 oco6oit port HLA-DR11, DQ7 n DQ2,
00ecreuBaIOLINX IPOTEKTUBHYIO POJIb OT Pa3BUTHS

®dot0 7
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ayTOMMMYHHO IIy3bIpYaTKu. VI3y4daeTcsa BO3MOX-
HocTh npuyactHoCcTH Toll-mogo6HbIX perenTopoB
B IIATOTeHe3e JaHHOTO 3a00/eBaHuA. AKTUBHO UC-
CIIeAYIOTCSA Ay TOAHTUTENIA, IIPUYACTHBIE K Pa3BUTHIO
my3bIpyaTky. I10ABMIOCH MHOTO a/IbTepPHATUBHBIX
MeTOJVK JUaTHOCTUKY 3ab0jIeBaHMs, KOTOpPbIE C
OIHOJ CTOPOHBI 60j1ee MHGOPMATUBHBI, C APYTOit
CTOPOHBI - IIOBBIIIAIOT AETANMN3ALNI0 AMATHO3A U
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