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OrnpeneneHue

oCunapoMm CTujjia y B3POCJIbIX B HACTOsSIEE BpeMs paccMaTpHUBaETCs
Kak peakKoe MYJbTHCHUCTEMHOE  BOCIIAJNTENbHOE 3aboJieBaHME
HEeN3BECTHOM STHUOJIOTUU.

oTeueHne 00JIEBHN HEOAHO3HAYHO: IIOCJE€ OCTPOTO Hauajla BO3MOKHO
ObIcTpOe PpaspellleHHe CHMITOMOB — OCJOKHEHHH, HO 4alle
3abosieBaHNE IIPUHIMAaET XPOHUUECKOE TeueHNe ¢ PEeIHINBaAMHU.

o B aHII0A3BIYHON TEPMUHOJIOTHUH - «001€3Hb CTUILIa».




®opwmsbl cuHapoMa Ctuiiia

ApTpuTHuecKkasn Uin XpOHUYECKa
CyCTaBHas

- 3pO3UBHBIN APTPUT

CucremMHas Win MUKJINYecKas
- INXOPajiKa
- ACTEHHUA
- T'eIIaTOCIIJIEHOMET'AJIN A

MoHOIIMK/INYECKAA I[Homunmukinnuyeckasa

OpuH npuctyI, 3aTeM  JlBa u 0oJiee IpHUCTyIla C pEMHUCCHEN
peMUCCHUA HE MeHee IByX MeCsAIeB




HMcropusa OTKPBITHA

o CHHApOM Ha3BaH MeHeM 3HAMEHHUTOTO
OpuTaHCKOro meauaTpa, Aoktopa Jxkopsxka Cruiia,
TaK KaK BO MHOI'OM IIOAOO€H OIIMCAaHHOMY UM
CHICTEMHOMY BapHUaHTY IOBEHUJILHOTO
PEBMATOUHOTO apTPUTA.

o BapuanT 3a00JieBaHUs Y B3POCJbIX BIIEPBBIE OIMCAH
JdpukoM banyorepcom B 1971 roay




PacnpocTpaHeHHOCTD

o YJacrora CHUHAPOMA B MHUP€E COCTABJIAET 0,16 Ha 100 TbIC. HACeJIEHUA B I'OJ.

o [lojlararoT, 4TO 0,5-9% IIallMEHTOB C AUATHO30M <«JIHXOPAaJKa HEsCHOrO TI'eHe3a»
cTpazaT cuHapoMom Cruinia.

o [IepBrbIii MUK 3a001€Ba€MOCTH IPUXOAUTCA Ha 15-25 JIET, BTOPOM — Ha 36-46 JeT.

o Bosie3Hb BCTpeYaeTcs ¢ OIMHAKOBOM YaCTOTOM y MY>KUHH U »KEeHIIIUH




IDTUOJIOTUA

Atuosiorus 6ose3nu CTuiiIa B3pOCibiX Hen3BecTHa. IIpe/ionaraercs BausSHUE
CJIEAYIOIIUX (PAKTOPOB:

o - uHQeKIUs (IOBbIIIIEHNE TEMIEPAaTyPbl, 00JIb B TOpJie, ChIIlb, TUM@aaeHOIIaTH,
JierkonuTo3). Ob61uii nHGEKIITNOHHBIN areHT He YCTAaHOBJIEH.

° - UMMYHHBIE€ KOMIIJICKCbI (y HEKOTOPLIX IIAIITMEHTOB OIIPEAC/TAOTCA TUPKY/JIUPYIOIIIHUE
NMMYHHbIE€E KOMIIVIEKCHI, IIDUBOAAIIINE K Pa3BUTHUIO HEHEKPOTHU3HUPYIOIIET'O
NMMYHOKOMIIJIEKCHOI'O BaCKYJII/ITa)

° - reHeTUYeCKre (PaKTOPHI

° - BHAIOKPHUHHBIE BIUAHUSA (0epeMeHHOCTh MOKET UTPATh POJIb B Hauajie 00J1e3HU U
ABJIATHCS (PAKTOPOM pHCKA PEIUINBA)




IIaTorenes

o [Iatorene3 Oosiesnu CTwia 0 HACTOSAIIEr0 BPEMEHH OCTaeTcsa He 0 KOHIa
N3y4YEeHHBIM.

o YcTaHOBJIEHO HapylleHue peryasanuu T-kiieTok: npeobJaganue oTBeTa T-xesmepos 1
TUIIA HaJ, T-XejimepamMu 2 TUIIA.

o I3BeCTHO, UTO IUTOKHUHEI, BJIUAIOIIME ITpeumylnectBeHHo Ha Th-1, (PHO-a, 1JI-6, 8,
18), mpeobsamaloT B HepudepruuecKkol KPOBH M oOpaslax TKaHeld OOJIbHBIX C
aKTUBHOM HeJleueHHOH 00J1e3HbI0 CTHUL/Ia B3POCIBIX.

o 1JI-1 OTBOAAT Ba)XHYI0 POJb B IIPOSABJIEHUAX OO0JIE3HU, HApPACTaHUU YPOBHA
UPKYJUDPYIONIUX HEUTPOPUIOB, HHAYKIUHU JIMXOPAAKH W PEryJdalluid YPOBHA
(deppuTHHAa.




CumnoToMbl (OCHOBHBIE)

o JIuxopajika OOBIYHO TeKTUYECKOTO THUIIA,
OTMeUYaeTcsl eXeJHEBHO B YTPeHHUE U BedepHUE
yachl, XapaKTepHU3yeTCs OUeHb ObICTPHIM MO HEMOM
TemiiepaTyphbl Tesia (Ha 4°C B TedeHHe 2-3 4.)

o Cplllb: MAaKyJIsIpHAdA WJIKM MakKyJonaiyJie3Has
PO30BOTO IIBE€TAa, HAa TYJIOBHUINE W KOHEYHOCTSX,
YacToO MMeeT JIETyJUl XapaKTep U HabIaeTcsa Ha
BBICOTE TEMIIEPATYPHI.

o ApTpasirusi/apTpUT W MHUAITUA: CIelupUUecKoe
IIOpa’KeHUe I CTAJIbHBIX MeK(aTaHTOBBIX
CycTaBOB  KucTed. Mwuajarum  MOTyT  OBITH
WHTEHCUBHBIMU M, KaK WU apTPaJITMH, BO3PACTAIOT
Ha BBICOTE JINXOPAJKHU.




CumirTroMbl (0oJsiee peakue)

o [IocTosiHHAsA cUJIbHAsA JKrydasi 00J1b B papuHTeaIbHON 00J1acTH.

o [I;meBpasibHasA 00JIb cOUYeTaeTcd C MPU3HAKAMU IJIEBPAJIBHOTO U MEPUKAPANATIBHOTO
BBIIOTA.

o bosee peakme MPOABJIEHHUA: OCTPHIN  PECIHUPATOPHBIN  JUCTPECC-CHHPOM,
XPOHUUYECKOE PECTPUKTUBHOE IMOpPa)KEHHE JIETKHUX, TAMIIOHAAYy Cepjlla, MHOKApP/uT,
KJIallaHHbIE BEreTaluu, UMUTUPYIOIYEe NHPEKITNOHHBINA SHAOKAPIUT.

o [Iopakenne JTUM@POPETUKYIAPHOU CHUCTEMBI - JIUM@POY3Jbl B oOsactu men (50%),
renaToMeranusd (25-27%) u creHoMmeranus (40-42%).

o B HEKOTOpBIX ciydasx OecIOKOAT O0Jid B JKUBOTE€ YMEPEHHOM BBIPA’KEHHOCTHU, HO
WHOT/Ia OHU MOTYT ObITh MHTEHCUBHBIMH U CUMYJIUPOBATh CUHAPOM OCTPOTO »KHUBOTA.




@9 CUMNTOMbI CUHAPOMA CTUJUIA

HOMHASA CbiNb HA PYHAX,
HOrAX, TYJIOBHLLE, HHOTAA -
HA JIMLE, JIMXOPAZKA

HAPYLUEHHE PABOTDI
CEPALA (TAMNOHAZA
CEPAUA, MHOHAPZHT)

e —

NOPAMEHHE JIETHMX
(MHEBMOHHH, AbIXATEJIbHASA
HEAOCTATO4HOCTD)

YBEJIHYEHHE NEYEHH H
CENIE3EHKH, IHM®OY3J10B,
B0Jib B MOPJIE

——

B0Jib B CYCTABAX
(MOHO- NOJIHAPTPHTDI),
MbILLUEYHBIE BOJIH




JlabopaTopHas JuarHoCTHUKa

Haunbosiee yactbie OTKJIOHEHU S

o 3Ha4yUTeJIbHOE yckopeHue COI;

° JIEMKOIIUTO3, B OOJIBIIMHCTBE CJIydaeB B
npejeaax 15,0 — 30,0 X 10%/7, O0OBIYHO
1peobsiazaoT HEUTPOMUIILI;

o TPOMOOIIUTO3 > 400 X 107/11;
° [IOBBLIIIIEHNE YPOBHSA (pepPUTHHA;

o BpicOke ypoBHU bBO®: C-peakTUBHBIU
IIpOTeNH, (QEPPUTUH, CHIBOPOTOUHBIN
aMmwiIons, A, a-auuA-TJIUKOIIPOTEUH, Q-
AHTHU-XUMOTPUIICHH.

MeHee yacTble OTKJIOHEeHUS (<50%):

CBIBOPOTOUHBIN aJIbOYyMHH < 3,5 mg/dl;
aHeMHsI ¢ OTpHIATeJbHBIMH TECTaMU Ha
reMOJIN3;

noBbilieHue ypoBHA AJIT, ACT;

OTcyvTCeTBUE N3MEHEHUN:

OoTpHUIaTeJbHble WU OUYEHb HHU3KUE TUTPDI
aHTHUHYyKJIeapHbIx  aHTuTea  (ANA) wu
PEBMATOUAHOTO PAKTOPA;

CUHOBHAJIbHAsI M  CePO3HasA  KHJKOCTU
IIPEICTaBJIAIOT COOOM CTEPUIBHBIN BKCCyAaT.




PeHTrenosiornyeckue CUMIITOMBI

o PeHTreHoioTMUecKass KapTHHA MOET ObITh HOPMAaJIbHOU WM JIEMOHCTPUPOBATH
MpUITyXaHUEe MATKUX TKAHEU UJIU OKOJIOCYCTaBHYIO OCTEOIIEHUIO.

©Y OOJIBHBIX C XPOHUYECKUM aPTPUTOM THUIIMYHbBIM IIPDOABJICHUEM ABJIACTCA AHKHJIO3
JIVHE3AIIACTHBIX U 3AIIACTHO-IIACTHBIX CyCTaBOB.

°© HOI[O6HBI€ N3MEHEHUA, XOTA U MEHEE HAaCTO, MOI'YT OBITH B CyCTaBaXx IIJIFOCHBI.

o Jlpyrue  HeOOBIUHbIE IPOSBJIEHUS  BKJIIOYAIOT AHKWIO3 U JUCTaJIbHBIX
Mexk(daJlaHTOBBIX CYCTaBOB ¢ oOpa3oBaHueM ['ebep/ieHOBCKUX Y3€JIKOB. XOTs
SPO3UBHBIN IIPOIlECC HE SBJSETCSI OCHOBHBIM IIPOSIBJIeHHEM O0JIe3HH, MOMKET
HaO0JII01aThCA ObICTPAasi IECTPYKIIUSA Ta300ePEHHBIX U KOJIEHHBIX CYCTaBOB.




Pentrenorpamma 6osbpHOM T., 33 JI€T.
AHKI103 000UX JTydye3ansiCTHBIX CYCTaBOB, MPOKCUMAIbHBIX
Mesk@aIaHTOBBIX CYCTaBOB 2 U 3 MaJIbLIEB CIIPaBa, 2 MaJblia cJaeBa.
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Kpurepuu yCTaHOBJIEHUA JUarH03a

2. ApTpanrun =2 Hea.
3. Tunn4yHasa cbinb

4. JlenkoumTos
(=210*109/n)

n/Mnun cnneHomeranus
3. HapyweHue
byHKUMN neYyeHn

4. OTpuuaTenbHble
P® n AHA

ABTODE) Kputepuu [narHos
. bonbwune Manble
Yamaguchi M. 1. Jlnxopaaoka =239°C, 1. bonu B ropne Nckno4unTb:
et al. Answascsa 21 Hea. 2. lumdboageHonaTus 1) nHdekumnmn (ocobeHHo

Cerncmuc U MOHOHYK/E03);
2) 310Ka4YeCTBEHHbIe
HoBOoOOpa3oBaHuUsA
(ocobeHHO nuMdbomy);

3) peBMaTu4eckoe
3aboneBaHune (ocobeHHO
Y3€/KOBbI NONINapTepunT
N peBMaTOUAHbLIA BacKy-
nuT

C BHECyCTaBHbIMMU
NPOSABNEHUAMMN).
Heobxoaumebl 5 n 6onee
KpUTepues, BKIOYas

2 n 6onee 6onbwnx




Jleuenue

o IIpu octpom mporiiecce - HIIBC B TepaneBTUUECKUX /103aX B TeUeHUE 1-3 MECAIIEB.

o CHCTEMHBIE KOPTUKOCTEPOU/IbI [IJIsI KOHTPOJIS HAaJ, AKTUBHOCTbIO O0OOJIE3HH B CJIy4dasix
IeEpUKapAuAIbHON TAMIIOHA/Ibl, MUOKAPAUTA, BHYTPHUCOCYJAHUCTON KOATYJONMATHUHU WU JPYTUX
YTPOKAIOIIUX KU3HU IIPOSBJIEHUAX 00JIe3HM.

o HazHauaioT OpegHU30JI0H 0,5-1,0 MI/KT/AeHb C IIOCJAEeAYIONUM MOCTEIIEHHBIM CHHXKEHHEM
J103BI JINOO ZIDYTHE TJTIOKOKOPTUKOCTEPOU/IBI (JleKcaMeTa30H).

© HaI_[I/IeHTaM C XPOHHUYECKHUM TEYEHHUEM 00J1e3HHI JAJIA OrpaHrU4Y€HUA IIpyueMa
IVIDKOKOPTHKOCTEPOHNA0OB Ha3HAYAIOT METOTPEKCAT.

o Jlpyrue  «0asucHble IIpenaparbi»: 30J0TO  BHYTPUMBIIIEYHO, J[-TIeHHUIIU/LIaMUH,
T'UIPOKCUXJIOPOKBUH, ITUKJIOCIIOPHH, BHYTPUBEHHBIM UMMYHOIJIOOYJIHH.

o [Tuknodochamuy - pe3epB JJIs TAXKEIIbIX CJIy4YaeB.

o [Ipr TOJIEpaHTHOCTH K TpPaAUIIMOHHON Tepanuu - OjgokaTtopbl ®HO: undaukcumadb u
STaHEPIIEIT.




IIporuos

ILnoxue ncxoabl HabJII01aI0TCA Y 0OJIbHBIX C:

° 1. IOJIUAPTUKYJISIDHBIM IIOpakeHHeM B HauaJjie 601e3HU

°© 2, apTPUTOM IIPOKCHUMAJIbHBIX CYCTaBOB (Ta300eAPEHHBIX U IIJIeUEBbIX)
° 3. IepEeHEeCEHHbBIM B JIETCTBE SIIHU3070M 00JIe3HN

°4. HOTpe6HOCTI>IO B IIpUEME CUCTEMHbBIX CTEPOUAOB B TEHEHHUE OoJtee ABYX JIET

Yactb nanueHToB (8-9%) nmorubaet B pe3yabTaTe:

° CENTUIIEMUU, aMWJION/103a, JIETOYHOTO TyOepKyJie3a, MEPUTOHUTA IPU MPOBEJIEHUUN
TJIIOKOKOPTUKOCTEPOUTHOU TePAIInY;

o BHYyTPHUCOCY/JUCTON KOATyJAIIMN M OCTPOU II€UEHOUYHOHW HEJOCTaTOUYHOCTU HWJIHN
BHe3aIlHOU HeoObsAcHUMOM cMepTHu npu mpueme HITBC.




Crracu60o 3a BHUMAaHue!




