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Beenexue

WUnuonatuyeckuii maHHUKy1uT Bebepa—KpucueHna
(MUTIBK) (cMuHOHUMBI: CTIOHTAHHBIN MAHHUKYJIUT, UIUO-
MaTUYECKUIA JTOOYISIPHBIN TAaHHUKYJIUT U T. [I.) — PEAKOe
1 MaJIon3ydyeHHOe 3a00JIeBaHNE, KOTOPOE XapaKTepu3yeT-
CS PeLUANBUPYIOIIUMK HEKPOTUYECKUMU U3MEHEHUSIMM
noakoxxHo# xupooii kiaetyatku (ITXKK), a Takke mopa-
JKEHHEM BHYTPEHHUX OPraHOB.

CornacHo MexayHapoaHo# Kiaaccudukauuy 6oies-
Helt 10-ro nepecMorpa MITBK oTHOCUTCSI K CUCTEMHBIM
MOpaXXeHUSIM COeAMHUTENBHOM TKaHu (M 35.6). Yaiiie 3a-
00J1eBalOT XXEeHIUUHBI B Bo3pacTe 20—50 JeT.

HecMmotpst Ha yIMTeIbHBIN TIeproa U3YYeHUsI, B Ha-
CTOSIIIIee BpeMSI HET €AMHOW KOHUEIIIUM STHOJIOTUU
M IaToreHe3a 3Toi 06os1e3Hu. [IpenronaraloTr UMMyHOIIa-
TOJIOTMYECKYIO TIPUPOIY 3a00sieBaHusl, a (hakTopamu, Ipo-
BOLIMPYIOIIUMU €T0, MOTYT OBITh TpaBMa, HapyIIeHUST K1 -
pOBOTO OOMEHa M SHIOKPMHHOW CUCTEMBI, IMOpaXeHue
TEeYeHU U TTOIIKEJTYIOYHOM XKeJle3bl, BIUSHUE TTperapaToB
Opoma u iona [1—4].

Boigensior 3 ocHOBHbIE KJIMHUYECKHE (pOpMbI 3200~
JIEBaHUS: Y3JI0BaTy10, OJISIIEUHYI0 U UHOWIBTPATUBHYIO
[5]. ITpu y3noBaToit (hopMe y3Jibl YUETKO OTIPaHUYEHbI OT
OKpYyKalollell TKaHW, X OKpacka B 3aBUCUMOCTH OT TJTy-
OMHBI 3aJIeTaHKs BapbUpPYeET OT 1IBeTa HOPMAJIbHOM KOXK
JI0 SIPKO-PO30BOI, a MWaMeTp YIUIOTHEHMS KOJeOeTcs
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OT HECKOJIbKMX MWIJIUMETPOB 110 5 cM. Biistiieunas pas-
HOBUITHOCTb SIBJISIETCSI PE3YJIBTATOM CIIMSTHUST OTAEIBHBIX
Y3JIOB B ITOTHORJIACTUYECKMI OYTPUCTBI KOHIJIOMEpaT,
LIBET KOXM HaJl HUM BapbUpyeT OT PO30BOTO JI0 CUHIOIIIHO-
6arposoro (puc. 1a). UHuIBTpaTUBHBIN BapUaHT Xapak-
TEpPU3YeTCs] BOSHUKHOBEHHEM (hJIIOKTYallud B 30HE OT-
JIETBHBIX Y3JI0B WJIM KOHIJIOMEPATOB SIPKO-KPACHOTO WJIN
0arpoBoro 1iBeTa, BCKPBITHE O4ara IPOMCXOINT C BhIIeIe-
HUMEM XeJITOM MacJITHUCTON MacChl.

Yacto UTIBK comyrcTBytoT auxopanka (mo 41 °C),
c1a00CTh, TOIIHOTA, PBOTA, CHUKEHUE alllleTUTa, IMOJI1-
apTpaJITUA, apTPUT U MUAJITHU.

HecMmoTtps Ha uMerotnuecs nmyboavkaiuu [S—12], yet-
Kue nokasaHus u cxembl Tepanuu MUITTBK Ha ceromHsi-
HUU IeHb OTCYTCTBYIOT.

[MpuBoauM onmcaHne KIMHUYECKOTO HAOIIOACHYSI.

boavnasa b., 73 2o0a, cocnumanusuposana 6 OI'BY HUHUP
PAMH 6 mae 2012 . ¢ acarobamu Ha pacnpocmpaneHHbvle
De3K0 60ae3HeHHble YNAOMHEeHUS HA 8ePXHUX U HUICHUX KO-
HeYHOCMAX U MYA08uULe, NOBbIUICHUE MeMNepamypvl meaa
do 37,9 °C. U3 anamuesa uzsecmmuo, umo ¢ 1998 e. evinosne-
Ha 3Kcmupnayus mamku no nogody paxa. Ilocae kypca
Aayueeoil mepanuu (21 ceanc) nosasuasocs 6oae3nenHoe oKpye-
J10e ynaomHeHrue pazmepom 2 X2 cm Ha aeeoli seoduye. C 1998
no 2011 e. nopaxcenue koxcu u IIKK ne npoepeccuposarno,
mepanus He nposodunace. B okmsabpe—nosbpe 2011 e. 6e3
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Puc. 1. boavnas b.: a — 0o nevenus; 6 — uepes 5 mec nevenus

BUOUMOU NPUMUHbBI BO3HUKAU O00Ne3HEHHble YNAOMHEHUS
Ha nepedueil OpIOWHON cmeHKe, 8 0anbHelueM CAUBUUECs
8 00UH KOHeAoMepam, OMMe4an0Ch NOBbIUEHUE MeMNepamy-
put 0o 38,6 °C, nomausocms. B sneape 2012 . 6 pesysvma-
me 00cae008aHUs 8 CMAYUOHAPE O MECHY JCUMENbCMEd
ObLAU UCKAIOHEHbl NOCMAYHes0l (puodpo3 u capkoma. B ananuse
kposu: Hb 118 2/n, neiikoyumor 4,3 x 10°/n, ckopocms oceda-
Hus apumpoyumos (COD) 57 mm/u; buoxumuueckue nokasa-
meau u obwuil anaauz mouu — 6e3 namonoauu. Ilposedeno
ucceyeHue UHQUALMPama 8 HUJICHel mpemu OprOULHOL CIMeH-
KU cnpaea, HasHaveHa aHMUOAKMepuanrbHas mepanus
(uecbenum 2 e/cym 6 meuenue 10 oneii). Ilpu mopghonoeuue-
CKOM UCCAe008aHUU OUONMAMA BbIAGAEHA 04e02PAHYAEMA
C NPUBHAKAMU XPOHUYECK020 eocnanrenus. B mapme 2012 e.
DPA3BUACS PeUUOUE MHONCECHBEHHBIX OONE3HEHHbIX YNAOM-
HeHull Ha nepeoHeli OPIOWIHOI CMeHKe, NPaesoli 8epxHell Ko-
HeuHOoCmU, 1e60ll 20AeHlU, ChUHe U 1e60ll 1200ule, COnpoo-
acoarouguticss 03H060M, auxopadkoil. B anpene 2012 e. npu
o6caedosanuu 6 cmayuonape: Hb 128 2/a, aeikoyumo:
3,5%10%/n, COD 37 mm/u, obwuii 6enrox 77,3 2/a, aranun-
amunompancepaza (AnAT) 29,0 mmonv/n, acnapmamamu-
HompaHcgpepaza (AcAT) 52,0 mmonv/n, C-peakmueéHblii
benox 122 me/n, peemamoudnviii paxmop 10 Ed/ma, ouko-
Mapkepol (pakoo-amopuoranvhbiii anmueer, CA-125, CA 19-9,
anvgha-pemonpomeun u m. 0.) — ompuyamenvivie. boavras
KOHCYAbMUPOBAHA OHKOA02OM U 2eMAMOA020M — NAMOAOUU
He @bisieaeno. JluasHocmuposana uHOYPAMuUBHAs Ipumema
(nannuKyaum?), Haznaven npeoHu30a0H 6 doze 30 me/cym.
Tlayuenmra nanpasnena 6 OIeY HUHUP PAMH 0as ymou-
HeHusi duaeHosa.

Ilpu nocmynaenuu cocmosiHue yooeiemeopumenvhoe;
8uOdUMbLe cAU3UCmbIe 000404KU 00bIMHO20 Yeema,; nepughepu-
yeckue aum@poyanvl He yeeauuenvl. Pacnpocmparnennvie 60-
ANE3HEHHbLE (BbIPANCEHHOCMb 004U NO 8U3YANbHO-AHAN02080
wkane — 60 Mm) ynaomuenus 6azpo8o2o Ueema Ha 6ePXHUX

U HUJICHUX KOHEYHOCMSIX, MYA08UUe U 1e60ll sieo0ule pasme-
pom 5%6 cm u 15—20%20 cm (puc. 1). B obaacmu yniomue-
Huti kowca u IIKK 6 cknadky He cobuparomcesi, «0arduye-
00pasHblil> cumnmom nosoxcumenet. Jlgusicenus 6 cycmaeax
6 noaHom obseme. Muiueunas cucmema 6e3 namonoauu. Jvi-
Xanue ee3ukyrspuoe, xpunoe Hem. Tonbl cepdua 3eyuHble,
pummuynsie. Apmepuanvroe daénenue 110/70 mm pm. cm.
Kusom msaexuil, 6ezbonesnennuiii. Ileuens — y Kpas pebep-
Holl dyeu, ceaesenka He yeeauuena. CUMRMOM «NOKOAAYUBA -
HUS» NO NOSACHUYHOI obaacmu ompuyamenvHulil. JlaHHble
nabopamopHoeo obcaedosanus: Hb 127 e/a, aeiikoyumbt
6,2x10°/1, nanouxosdeproie neimpogunvt 4 %, COD 16 mm/u,
obwuit 6enok 69,3 e/n, ArAT 45,6 mmonv/n, AcAT
23,6 mmonv/n; wenounas gocgpamasza 60,8 Ed/n, eamma-
enymamunmpancgepaza 57,0 Ed/n, aavgpa-amunaza
103,4 mmonv/n, aunaza 85,6 mmonsv/n, anmu-ds-AHK, kpuo-
enobyaunvt, p-ANCA, c-ANCA, anti-SS-Ro/La, C3/C4,
Scl-70, RNP-70 u peemamoudnwiii paxmop — ompuyamens-
note, C-peaxmusHutii benok 14,9 me/n, AH®-Hep2 1/320 sp.
IIpu uccnedosanuu UMMyHHOSO CMAMYca OMMeYeHO yMepeH-
Hoe nosviuienue CD3 (52,4 %) u CD3-CD19" (39,7 %), HI-8
(263 ne/man) u paxmopa nexposa onyxonu o. (11,9 ne/mn). Ilpu
UMMYHOSUCIOXUMUYECKOM UCCAe008AHULU CLIBOPOMKU U MO-
YU 0OHAPYHCEHO HE3HAYUMENbHOe Y8eaUuveHUe KOAU1ecmsa
noaukaonanvroeo IgA (253 ME/ma npu nopme 250 ME/mn)
U 8bisI6ACHbL NPUSHAKU MUHUMAABHOU Oucnpomeunemuu (anb-
oymunvt — 54,4 %, al-eno6yaun — 5,6 %), namonaoeuueckoil
cekpeyuu He eviaeneno. Mapkepvr eenamumose (HBS Ag,
anti-HCYV), RW, eupyca ummyrnodegpuyuma uesosexa He 00-
HapyceHvl. B 00uwem ananuze Mouu namonocuu He 8uiseae-
Ho. [Ipoba Manmy — 2 mm.

Dnexmpokapouoepagpus: cunycoswiit pumm, 90 yo/muH,
OMKNOHEHUe 2NeKMPUHecKoll ocu cepouya 61e60, 6a0Kada ne-
peoneil eemau neeoil Hoxcku nyuka lTuca. Dxoxapouoepagus:
VHAOMHEHUE A0pMbl, HapyuleHue OUACMOAUMeCcKol PYHKYUU
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Muokapoa oboux xceaydoukoe I cmenenu, eunepmpous
MUOKapOa 1e6020 Jceny0ouKa, He3HAYUMeNbHOe YNAOMHEeHUe
CMBOPOK AOPMANBHO0 U MUMPAALHO20 KAANAH08, KAAbYU-
HO3 (hubPO3H020 KOAbYA MUMPAAbHO20 KAANAHA.

Komnbvromepuas momoepagus opeanos epyoHoil KAemKu:
namonoeuu He 8bis18AEHO.

lTucmoanoeuueckoe uccaedoganue Ouonmama Kodxucu
u II2KK om gpespans 2012 e.: 6 II2KK vis61eH0 60abui0e KO-
Auvecmeo aunogazos. OmmeueHvl 04azu 8bIPaANCEHHOL B0OC-
NAAUMenbHOl AUMPOUCMUOUUMAPHOU UHDUAIBMPAYUU,
Ha (hoHe KOMOPOUl UMeomes MeaKlUe 2panyaembl U3 AUnoga-
208 U 2UAHMCKUX MHO2050epHbIX KAemoK (puc. 2).

Tonyuentbie darHble NO360AUAU UCKAIOUUMb CUCEMHYIO
KPAcHyio 8014AHKY, CUCIEMHYIO CKAePOOePMUIO, UHOYpamué-
Hblil mybepkyne3. Huaenocmuposan HIIBK xponuueckoeo
meuenus, basueuHas gopma.

C yuemom xapakmepa meueHust U yMepeHHOU aKmueHo-
cmu 3a001e8aHUsL NPOOOAIICEHO AeHeHUe NPeOHU30A0HOM 6 003e
30 me/cym, Haznauenst azamuonpur 100 me/cym u smuime-
muneudpoxkcunupuouna cykyunam 375 me/cym, A10KanbHas
mepanus Ha obnacmu yniomuenuti — 50 % dumemuacynv-
okcud c bemamemazonom 40 me 2 pasza 6 denv. Yepes 3 ned
cocmosiHue NAYUeHMKU 3HAYUMEALHO YAYHUUAOCH. YIAOM -
HeHUsl yMeHbUUAUCH 6 pazmepe 0o 10X 15 cm, Hopmaau3zosa-
AUCL MeMnepamypa meaa, NoKazamenu QpepmMeHmos nevenu,
AH®-Hep2 u C-peakmuesnoeo 6eaxa. boavras evinucana noo
HabardeHue peemamonoea no Mecmy JICumenibCmed, peKo-
MeHO08aHO npodoadicums npuem npednusonona 30 me/cym
C NOCMeNneHHbIM CHUMCeHUemM 003bl 0o 20 me/cym Ha ¢hoHe
YUmocmamu4eckoll U 10KAAbHOU mepanuiu.

B okmsbpe 2012 e. 6oavnas koucyrvmuposana 6 PIBY
HUUP PAMH. He npedssensna akmueHbix dcanob. Huaeno3

a

HAWHUUNUNCT

mom xce. JlanHbie 1a60pamopHoeo 06credoéanus — 6e3 na-
monoeuu (Hb 125 2/1, COD 5 mm/u, neiikoyumor 5,6x10°/,
C-peaxmusnblii benroxk 2,0 me/n), npu ocmompe 8bl161eHbl
VHAOMHEHUS. HA nepeoHell OPIOULHOLL CmeHKe pa3mepom SX5 cm
(puc. 16) u 6 obnacmu nesoii 5200uybl pasmepom 10X 7 cm, ebi-
DPAXNCEHHOCMb 004U NO BU3YANbHO-AHAN02080U WKae — 0 mm,
«01100ye0bpasubiily cumnmom Ha npasom bedpe. Ilpu pu-
BUKAABHOM 00CAe008aHUU NAMOAOSUMECKUX U3MEHeHUl
He oOHapyxcerno. C yuemom NOAONCUMENbHOU OUHAMUKU
DPEKOMEHO0B8AHO CHU3UMb 003) NPeOHU3040HA 00 15 me/cym
u npodoaxcums npuem azamuonpuna 100 me/cym.

06cyxnenue

B Hacrosiiee BpeMs B IMTEpaType OOCYXKIAIOTCS BO3-
MOXHOCTH MPUMEHEHUS Pa3IMYHbIX TPOTUBOBOCTIATN-
TEeJbHBIX U LIMTOTOKCUYECKMX IMpenapaToB Y OOJbHBIX
HIIBK [5—12]. B npeacTaBjieHHOM KJIWMHUYECKOM Ha-
OoAeHMU TTPOAEMOHCTPHUPOBAHO YCIIEIIHOE MPUMEHE-
HUE TJTI0OKOKOPTUKOUAOB B CPEIHUX 103aX B COUETAaHUU
¢ azatronpuHoM npu ossiieyHoit hopme UTTBK. OnHa-
KO B psiie CUTyallull JleyeOHble MEPOTIPUSTUS MPU OJIsI-
1IeYyHOoI U ocobeHHO nHbMIbTpaTuBHOM (popmax MTTBK
OKa3bIBalOTCSI MajodhGheKTUBHBIMU UIU HEIDDEKTUB-
HbiMU. OCHOBHasl MpUYMHA KJIMHUYECKUX Heydad oby-
CJIOBJIEHA 3aJIePXKKO B TMAaTHOCTUKE 1, COOTBETCTBEHHO,
MO3IHO HAaYaThIM JICUEHUEM, K COXXaJIEHUIO — MHOTAA He-
aJeKBaTHBIM (QaHTUOMOTUKU, XUPYPIrUUECKHE METOJbI
u T A.) [5, 11, 12]. Pemaroiiee 3HaueHue Aas1 Bepudu-
KallM¥ AWarHo3a W Ha3HauyeHWsl aJeKBaTHOW Teparuu
uMeeT MopdoyIornyeckoe HccieloBaHue MOAKOXHBIX
VIJIOTHEHUI, KOTOPOE M ObLIO MPOBENEHO y Halllel ma-
LIMEHTKHU.

o

Puc. 2. lucmonoeuueckas kapmuna: a — epanuya depmol u IIKK; ¢hubpo3 coedunumenshomicannvix cenm; eocnanenue kaemuamxu (%150);
0 — epanyaemvl U3 AUN0Paco8 u eueaHMCKUX MHO20s0epHbIX Kaemok (% 250). Oxpawuganue eeMamoKCuiruHoM U 303UHOM
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HAWHUUUNCT

CrremyeT OTMETHUTD, YTO B COBPEMEHHEBIX YCIIOBHUSIX JIeUe-
HHE TAaHHUKYJIUTOB IIPOBOIUTCS OOJBIICH YaCThIO SMITUPH -
yecku. JIaHHOe 00CTOSATETLCTBO O0YCIOBIEHO HEU3BECTHBIMU
STHOJIOTHEH 1 TIATOTeHE30M 3a00JIeBaHNsI, BAPHAa0EIbHOCTEIO
KIIMHWYECKUX TPOSIBJICHUIA, BO3MOXHOCTBIO KaK JJTATEITb-
HBIX CITOHTAHHBIX PEMUCCHIA, TaK ¥ OBICTPO TIPOTPECCUPYIO-

1IETO, MHOTIa MOJTHUEHOCHOTO, TeYeHMSI OOJIE3HU C JIETAb-
HBIM 1cXonoM. [103ToMy HaKoIUIeHNEe KITMHUYECKOTO OIThI-
Ta (BEpOSITHO, B paMKaxX MHOTOILIEHTPOBBIX MCCIICIOBAHUIA,
BEITIOJTHEHHBIX 110 €IMHOMY IW3aifHy) MO3BOJUT IPHOIN-
3UTHCS K TTOHUMAaHUIO CYIITHOCTH 1 pa3pabOTKe IMaTOreHETH-
YeCKMX METOIOB TEPAITi 3TOTO 3200 IeBaHMs.
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