I'Y JIHP «JITMY UM. CBATUT EJISA TYKW »
Kadeapa neguarpuu 10mMoTHUTETBHOTO
npo¢eccHOHaTbHOTO 00OPAa30BAHMUSA U
MporeaeBTHKH NeJHaTpuu

CHUH/JIPOM IIIAPITIA
KJIMHUYECKHUU CJIYYAHU

[Tpod. daBumuyk I.H.
o, I'pabaps U.B.



OIlIPEAE/IEHHWE

CHUHIPOM IMIAPIIA - aT0 cMelllaHHOE
3a00sieBaHue coenviHUuTenbHOU TKauu (C3CT)
ayTOMMMYHHOTI'O TeHe3a, IIPOSIB/IS OIS
COYETAHHUEM OT/E/TbHBIX IPU3HAKOB
cxnepogepmuu (C1), mepmarommosuta (M),
crucTeMHo# KpacHou BomdaHku (CKB),
peBMarougHoro aprpuTta (PA) u rosiBieHreM B
BBICOKUX TUTPAX aHTUTEI K PACTBOPUMOMY
simepHOMYy puboHyKeonpoTenHy Ul, 6borarom
ypunuaom (U1-RNP).




CMHPOM LLHAPIIA

1. Tepmun «C3CT», npeanoxxken G. Sharp
COABTOPAMH B 1972 TOY.

2. YacToTa BcTpeyaeMocCTH 1,9-3,8 Ha 100 000 Ye/I0BEK.
3. CpegHul BO3pacCT 37 JIeT.
4. YKeHIIHbBI 60IEIOT Yallie MY>KUMH (4:1, 16:1).




dunarHocruka cuvapoma lllapmna (no
kpurepusim Sharp et al., 1972)

1. AuTH-ENA (aKcTparvupyemsiii siiepHbIM aHTHUT€H) aHTHUTe A
criertnpuaHocTtr Ul-nRNP.

2. KnuHuveckue mposiBieHUsT IBYX CUCTEMHBIX 3a00/IeBaHUIA:

B CHCTeMHas KpacHas BOJTYAaHKa;

B CHCTEMHas CKJIEpOJepMUs;

B MHO3UT,;

B peBMaTOUHBIN apTPUT.

3. Hanuuue Tpex us cienyronmux OCHOBHBIX CUMIITOMOB:

m cuHApoM PeitHo;

B CKJIepOAepMUS;

m 111 Py3HBIN OTEK KUCTU («OAYTIOBATHIE», TPUITYXILHE MMATbIIbI);

B [TPOKCHUMaJIbHas MbIIII€YHAst C/1a00CTh (MUO3UT — THUITUYHBIH
NMpU3HAK);

B CMHOBWUT.




1T HOJ/101 Ui

CBs13b C HAC/I€ICTBEHHOCTHIO: Y 66 % O0/IBHBIX
antutena Ul-RNP acconuupyrorcs ¢ HLA-DR4-
beHOTHTIOM.

PazButne cuagpoma lllapna o6ycoBieHO CXOACTBOM
Mexay noaurnentusom Ul-RNP n anTureHHsimu
IeTepMHUHAHTaMU PeTPOBUPYCOB, B Pe3y/IbTaTe Yero
ayTOQHTUTEJIa, BIpA0OATHIBAIOIINECS K AHTUTEHAM
9K30TeHHOT'0 PeTPOBUPYCa, pearupyoT C
COOCTBEHHBIM PHOOHYKJIEOTIPOTEMHOM
(MoJIeKy/IsIpHast MUMHKPUSI).




[IATOI EHES

Antutesna Kk Ul-RNP niponukaoT B T-1UMPOITUTHI-
cyrpeccophbl M pa3pyiiaior ux (Alacron-Segovia /.
1995T.).

[Tponudepanys T-xenmepos, cTUMyTUpyOIUX B-
AUMQOIIUTHI, CIOCOOCTBYET 3aITyCKy Ay TOUMMYHHBIX
IIPOLIECCOB.

OCHOBHBIM UMMYHOJIOTUYECKHUM MapKePOM SIB/ASIE€TCS
crourkoe noseiieHue TuTpa AT K U1-RNP,

yyBcTBUTe/NbHOMY K PHK-a3ze u Tpuricuny, BeposiTHo,
CBSI3aHHOE C IIOCTOTHHOW aHTUT€HHOUW CTUMY/IALIUEN
Y HapyLIeHWeM Peryasilivuu KJIeTOYHOTO UMMYHUTETA.




RAMHHUYECKUHU C/Tydau

JRKAJIObDbI

bonbHas O., 16 neT, mocTynuaa B
KapauopeBmartosorudeckoe oraenenue I'Y PIIKb
JIHP cxanobamMu Ha mmotepio Beca (6osee g Kr),
60J1b, TPUMYXJIOCTh, OTPAHUYE€HWE ABKEHUHN U
YTPEHHIOI0 CKOBAHHOCTD B TOJIEHOCTOITHBIX U
MeX(aTaHTOBBIX CYCTaBaX PYK, KOJIEHHBIX
cyctaBax, 60/1b B MbIIIIiax. boib 1 orpaHudeHue
OBWDKEeHUH B CycTaBax wen. [lepmonnyecku
CUHIOUIHBIU OTTeHOK KHUCTEeM, CTOI, BbIMaJeHHe

BOJIOC.



AHAMHLE3

boseet okoso 1 rona. B gedioTe CMHOBUT J1IeBOIO KOJIEHHOTO
cycTaBa (MaMa CBSI3bIBaeT ¢ TpaBMoii). Yepes 1,5 Mecsiia,
MOSIBUJTMICH 00J1b, TIPUITYX/JIOCTh ¥ OTPaHUYEeHHE TBIDKeHUH
B TOJIEHOCTOITHBIX CycTaBax. MiaMeHeHUsT cO CTOPOHBI
Me)X(]aTaHTOBBIX CYCTABOB KHCTel OeCIOKOST B TeYeHHe
MOC/IeZTHUX 3-4 MeCSIIEB.

[Teprioguyeckoe MOBbIIIEHHE TEMIIEPATYPHI TEIA IO
cyopebprbHBIX U GpeOpuIbHBIX TUPP Oe3 KaTapaTbHBIX
SIBJIEHUU.

B Tepanuu camocTosiTeTbHOE TIPUMeHeHre TUKTodpeHaKa,
MecTtHbIX HIIBC B Buae ma3en. 3a MeJUITMHCKOM MTOMOIIIBIO
He oOpatranvch. [ocmuTanM3upoBaHa B OTAe/IeHHE
BIIepPBbIe.




ObbEKTWUBHOE COCIOAHHKE

PocTt-158cMm, Bec-41kT, UMT - 16,04

O6b11iee coCTOsSTHUE TSDKEI0€e, 00YC/IOB/IEHO BEIPAYKEHHBIM
KO>XHBIM, MBIIIIEYHBIM, CYCTaBHBIM, O0/IEBBIM CUHIDOMAMHU,
SIBJICHUSIMU DHJIOTOKCHUKO3A.

KosxHbIe TOKpOBBI Oj1eTHBIE, THUCTATbHBIE OTAE/ThI
KOHEYHOCTEeN runepeMUPOBAHBI C CUHIOLUIHBIM OTTEHKOM, B
00J1aCTH MSACTHBIX KOCTEM KMCTU ovaru [oTTpoHa.

Konennbie cycTaBbl e pUTYPHUPOBAHBI, ABMYKEHUS B HUX
orpaHuU4YeHbl, 60/ie3HeHHbIe. [071IeHOCTOTHBIE CYCTaBHI,

Me)X(daITaHTOBbBIE CYCTABbI KUCTEH OTeUHbIe, IBIKEHHSI B
HUX Pe3Ko 00/ie3HEHHbI, OTPAaHUYEeHHbIE.




ObbEKTWUBHOE COCIOAHHKE

['mnorpodus meriii 6eapa (Oosbliie c/ieBa).
[loxoaka pe3ko HapylleHa.

[lepKkyTOpHO rpaHMIIbI IETKUX U CEPALia B Ipeenax
BO3PAaCTHOU HOPMBI.

AYCKY/IBTAaTUBHO — B JIETKMX — B€3UKY/ISIPHOE AbIXaHHE,
YA -16 J/1/MuH., cepAeYHbIA pUTM NPABUIBHBIN,
TOHBI CepZLia MPUITYIIEHbI, OpraHUYEeCKHe LTIyMbI He
BbIC/TyIIMBAKOTCS. Ps-82ya./mMuH., A/l-110/80 MM.pPT.CT..

[Tedyenn y Kpasi pebepHO AyTH, TTepUPepPUIECKUX
OTEKOB HeT.




MALMEHTKA O., 16 et

\ R L7




Pe3ynbrarbl 1a00paTOpPHbIX
ucc/ae10BaHuM

63-250 ME/mn 10 3,0 mr/n
600 35,1
400 24




Pe3y1braTrhbl 1a00PATOPHBIX
MCC/Ie1I0BAHUU

Bbump | AJIT | ACT Moues. KpeaTuH o— O06m. XoJrecr. B- JIAT
aMmuIa3
no 21 no 1o 2,5-8,3 o 0,106 3,0-6,2 35-55 en.
mxmons/  31E/JT 31E/JT MMOJIB/JT ~ MMOJIB/J MMOJIB/JT

i |

3,6 52,0 70,0 , 0,073

IIporpomo InTu

®udpuHOreH
BpeMs
11-16 cex 32-42 cex 2-4 v/n

To 120%




Pe3y/i1bTaTbl /Ia0OPATOPHDbIX
UCC/IeIOBAaHUU

ANA - ipodunn: SS-A 60:ot1p.; SS-A 52:01p.; SS-B:otp,;
Sm:otp.; RNP/Sm: otp.; Scl-70: oTp,; Jo-1: oTp;
CENP-B:otp.; Rib,P:otp.;

AnTtuTena Kk HatuBHOM (aByxcrupanshoi) JJHK IgG -187,2 (N 1o
25ME /M - otp.).

AHTHUTENIA K UTMKINYEeCKOMY LIUTPY/IMHOBOMY IEeNTHUAY (aHTH-
LITIIT) - 11,329 (N <20Ex/min).
Kpeatundocdokuuasza (KOK) - 65,1 (N o-225e/1).

CxpunuHr-ANA (aHTHHYK/IEapHbIE aHTHUTEIA),
HMMyHoinIoopecueHuHH (PHHU®) - B peakiinu
MMMYHOQTI0OPECIIEHITMH HAaO/TI0IAeTCsl CMEIaHHOe CBeYEHHE
12601 MTHTEHCUBHOCTH (TUTP 1:100); TPaHY/ISIPHOE CBEYEHHE
siep, IUTOTUIA3MbI KJIETOK M CBEYE€HHE KJIETOK B COCTOSTHUH
MHUTO3a, YTO CBU/IE€TE/IbCTBYET O HA/IMIHNU aHTUHYK/IEAPHBIX
ayTOAHTUTEJ.




Pe3y/1bTaTbl MHCTPYMEHTA/IbHbIX
UCC/IeI0OBAaHUU

JKI': cunycoBas taxukapaus, YCC 88-98 ya/muH,
HOPMAJIbHOE MOJIOXKEeHHE 3JIEKTPUYEeCKOU OCH cepAlLia.

IxoKC: pasmepsl Kamep B HOpMe, COKPAaTHUTE/IbHAS
¢yakums He HapyeHa. PB JDK 69%. [TMK Icr.
AHoManbHas xopza B /DK.

Y3W opraHoB OpIONIHOM IMOJIOCTH: IIeYeHb YBe/TMYEeHA
B pa3Mepax: [13P mpaBoii 1o1u — 144 MM (+ 20 MM),
JIEBOU JOJIU — 42 MM, Kpau MeYeHU 3aKpPYIJIEH,
KOHTYPbI POBHBIE, YeTKHUE, IXOT€HHOCTb MapEeHXUMbI
PaBHOMeEPHO noBbilIeHa. [lomkenynoyHas xenesa,
cesle3eHKa, ITOYKH, MOYEBOM ITy3bIph — 0e3 rpy0oii
OPraHU4YeCKOM MaTOJI0TUH.




Pe3y/1bTaTbl MHCTPYMEHTA/IbHbIX
UCC/IeI0OBAaHUU

PenmeeHozpagus cmon: Npyu3HaKy apTPUTa
MexxdaaHTOBbIX cycTaBoB [-II cTenenu, 1 mepBbIX
rrocHepaIaHTOBBIX cycTaBoB Il cTenenm.

PenmeeHozpagus 201eHOCMONHbIX CYyCmMagos:
IIPU3HAKU apTPUTA I'OJIEHOCTOMHBIX CYCTABOB |
CTeIeHHU .

PenmeeHocpagusa kucmetl ¢ 3axeamom

JIy4e3dnaCcmHblX CyCMagos: TpyObIX KOCTHO-
IeCTPYKTHUBHBIX U TPABMAaTHYe€CKUX U3MEHEHU He
BbISIB/IEHO.




Pe3y/1bTaTbl MHCTPYMEHTA/IbHbIX
UCC/IeI0OBAaHUU

PenmeeHoepagusn KoneHHbIX Cycmagos: TPpyObIx
KOCTHO-Z€CTPYKTUBHBIX U TPABMATHUY€CKUX
M3MeHeHUM He BbIsiB/IeHO. CycTaBHBIE 1IeIu
pPaBHOMEpHBbIe.

Penmeenoepagus OI'K: BUaMIMBIe 1erodHbIe moss 6e3
O4YaroBbIX U UHPUJIBTPATUBHBIX TeHel. /lerouHoM
pucyHOK oboramieH. Kopuu crpykryphsi. K/l yeTkue,
CUHYCBI cBOOOAHBI. CpeilTHHAS TeHb He N3MeHeHa.
['paHu1BI cepana 6e3 0COOEHHOCTENH.




HANALHOS

OcHoBHO#: CMelIaHHOe 3a00/IeBaHHe
coeguHUTEIbHOM TKauu (cuaapom Illapma),
HavYa/IbHbII MepUo, akTuBHasA ¢asa, aKTHBHOCTH
I—II cTernenu ¢ mopa>keHHEM COCYIOB (CHHAPOM
Peiino), Ko)xu (MHAYypanus), MbII (arpodus
MBIIIIIL), CYCTAaBOB (apTPHUT, KOHTPAKTYPHI,
CKI€POJAKTHIINA).

ConyrcrByrommuui: CTrpyKTypHasi
reHepajan3oBaHHAasA SMUIEIICHUA, YaCThIe MPUIIAIKH,
CHHIPOM KOTHUTHBHBIX PaCCTPOMCTB.




JIEYEH W E

[JTIOKOKOPTUKOCTEPOHU/IBbI M3 PACYeTa 20 MI'/CYT 110
IpeIHW30JI0HY, acllapKaM, TJIaKBeHHT (6 MI/Kr/cyT),
a TaK)Ke Jie3arperaHThl (KypaHTHII), Tperaparhl,
yIy4lIaole MUKPOIMPKY/ISITHIO
(MeHTOKCUPUIIIMH), MUOPEIAKCAHT IIeHTPAIbHOTO
nevicTBus (MUAOKaIM), TepodeH, Kapcuii, ¢omareBas
KucjaoTa, Maccax, /IOK.

brina pekomeHOBaHa aAveTa, oOoraiieHHass 6e/TKOM.

Ha poHe Tepaniuu oTMeyveHa TO3UTUBHAS
KIMHHUYeCKast TUHAMHMKA.




CITACHMbO 3A BHUMAHMHWE!




