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COJEPXKXAHHUE

Tema

Crnucok cokpanieHui

PeBmaronnueiit aptpur. B.B. bypak

Cucremnas kpacHas Bosiuanka (CKB). /.B. 3auxa
CucremHble BacCKyIuThl. M.B. 3auxa

Cucremuas ckneponepmus. C.1. [llonox

JlepMaTOMUO3UT W NOJUMHUO3UT. B. B. [lIxonosui

CTp.

36
83
119
143



Cnucok cokpawienuii

Al - apTepUaJIbHOE JABIICHHUE;

AH - aHanmprernyeckoe Hedponarus;
ACA -AHKUJIO3UPYIOIIUN CIOHAWIOAPTPUT

I'KK - rIoKOKOPTUKOUIBI,

I'C - reMocopoIus;
I'1 - TEMOJUAIIN3;
KT - KOMITbIOTEpHAst TOMOTpadus;

JILIP - nurasHa nenHasi peakius;

MPT - MarHuTHO - pe30oHaHCHasi TOMOrpadus;

HIIBII - HecTepouaHble MIPOTUBOBOCIIAIMTEIBHBIE ITPEHapaThl;
OA -OcTteoapTpo3

OTHUH - octpslif TyOYyI0-UHTEPCTUIIMATBHBIN HEPPUT;

OIIH - octpas nmoye4yHasi HEAOCTATOYHOCTb;

[IIIP - mosmMepasHas LenHas PEaKIus;

[MIN® - npsmas UMMYHO(ITIOOPECIICHIINS;

PeA - peakTuBHas apTpomnarus;
PT - PETUKYISIPHBIE TEJIbLIA;
P® - PeBmaTonnbie hakTops

COD - ckOpOCTH OCENAaHUS IPUTPOLIUTOB;

THUH - TyOyno-uHTEpCTUIIMAIBHBINA HEQPUT;

Y31 - yapTpa3ByKOBOE UCCIIEAOBAHHUE;

XTHUH - xponuyeckuid TyOyI10-UHTEPCTULHATBHBIN HEPPUT;
XIIH - xpoHHYeckas moyeyHasi HEJOCTaTOYHOCTb;

oT - 3JIEMEHTAPHbBIE TEIbIIA;



Tema: PEBMATOUHBINA APTPUT

Konuuecmeso yuebnuvix uacos — 3.

1. Akmyanvnocms memol.

PeBmaTtounnbiit aptput (PA) siBisieTcs MOTEHIMATBHO HMHBAIMIU3UPYIOIIUM U
JIOCTATOYHO YacTO BCTpPEYAKIIMMCA 3a00J€BaHUEM, ACCOLMUPYIOIIMMCS HE
TOJBKO C MPOTPECCUPYIOLINM MOPAKEHUEM CYCTaBOB, HO M COMPOBOXKIAFOLIAMCS
BOBJICUCHHEM pA3JIMYHBIX TKAaHEW M CHCTEM, YTO CO3JA€T YCIOBUS IS
MaHu(ecTanmuy  MOJUMOPOUIHBIX  cocTossHMA. PA  cmocobeH  oKa3bIBaTh
HEIMOCPEACTBEHHOE HETATUBHOE BIIMSIHUE HA CMEPTHOCTHh B MOMYJALMU. BmecTe ¢
TeM, TMPOBOCHAJIUTEIbHAS aKTUBAILMS, COMNPSDKEHHAss C  aKTUBHBIM — PA,
aCCOLIMMPYETCS C YCKOPEHHEM aTepoCKiIepo3a, (POpMUpPOBAHUEM AUCHYHKUIUU
SHAOTENHUS W APTEPUATIBHBIM  PEMOJEIUPOBAHHEM, YTO TIOBBIIIAET PUCK
BO3HUKHOBEHHUS KapJAMOBACKYJSAPHBIX COOBITHI, B TOM uuciie U ¢aranbHbix. He
CMOTpSI Ha CYIIECTBEHHBIE IOCTUKEHUSI COBPEMEHHON PEBMATOJIOTUH, 10 CUX IOP
HE YCTaHOBJICHBI B TIOJIHOM 00BEME OCHOBHbBIE TATO(PU3UOTIOTHYECKUE MEXaHU3MBI,
B TOM YHCJIe U reHeThuueckue, GopMupoBaHus U nporpeccupoBanusi PA, a taxxe
HE YTOYHEHBl JAMArHOCTHYECKHWE KPUTEPUM BO3HUKHOBEHHS TOJEPAHTHOCTU K
KCEHOOMOTHYECKUM JIEKapCTBEHHBIM cpeacTBaM. C Ipyroil CTOPOHBI HET YETKOTO
MpEACTaBICHUsT 00 ONTUMAIBHON TMPOJOIIKUTEIBHOCTA TIEPUOJIa WHAYKITUU
PEMUCCHU UM TEPCIEeKTUBAX €ro MpOJIOHranmuu 0e3  MOJIEP>KUBAIONIETO
MPUMEHEHUST MOJIUDUITUPYIONTUX TEUEHUE 3a00JICBaHUS JICKAPCTBEHHBIX CPEJCTB.
Kpome Toro, nHuImanbsHblil quario3 PA, B TOM 4ucie ero peako BCTPEYaroluXcs
dbopM, 0COOEHHO TPYJIEH U OTBETCTBEHEH. Bce 3TO co3aaeT OrpoMHbIe TPYAHOCTH
I OCYIIECTBJICHUS aJICKBAaTHOTO KOHTPOJISI Haj 3Bostounein PA B ycrnoBusix
PYTUHHOM KIIMHUYECKON TMPAKTUKH M COXPAHSAET BBICOKYIO aKTyaJbHOCTb
U3Y4YEHUS ITOU MPOOIEMBI.

II. Yuebnwie yenu 3anamus.

HUmemwv npedocmasnenue (a-):



Hmets mpencraBineHre o0 akTyaJbHOCTH OOCYXIaeMON TEMBbI 3aHATUS U €€
IIPAKTUYECKON BAJKHOCTH [Tl PELIEHUSI KOHKPETHBIX KIMHAYECKUX 3a/1a4;
WwmeTth npencraBieHre 00 THOIOTMH U NATOTEHE3€ PEBMATOUIHOIO apTPUTA;
HmeTs mpencTaBiIeHHE O COBPEMEHHOM KiacCH(UKAIMA PEBMATOUIHOTO
apTpUTa;

Nmetn MpcaACTaBJICHUC 00 OCHOBHBIX KJIMHHYECKHX (bopMaX PEBMATOUIHOTO

apTpuTa.

3uamo (a-l):
3HaTh COBPEMEHHOE MOJIOKeHHEe 00 0COOBIX (hopMax peBMATOUIHOTO apTpUTa
(cungpom Ctuna, cunapom dentn).
3HaTh OCHOBHBIE NPUYMHBI (OPMHUPOBAHUS JIECTPYKTHUBHBIX H3MEHEHUU B
cycTaBax.
3HaTh COBPEMEHHOE MOJIOKEHUE O CYyCTaBaX «UCKIIOUCHUS.
3HaTh COBPEMEHHBIE TOJIXO0/IbI K JUATHOCTUKE PEBMATOUTHOTO apTPHUTA.
3HaTh KIIMHAYECKYIO KapTUHY PEBMATOMIHOTO apTPUTa B 3aBUCHMOCTH OT €0
(bopMBL.
3HaTh COBPEMEHHBIC TMOJXOJbl K JIEYCHUIO PEBMATOMIHOTO apTpuUTa B
3aBUCUMOCTH OT €Tr0 ()OPMBI.
3HaTh COBPEMEHHBIC MOJIXO/bI K JIUAarHOCTHKE cuHapoma CTuia W CUHApPOMA
denTwu.
3HaTh COBpeMEHHble TpeOoBaHUS K JUPOEHIIUMPOBAHHOMY  JICUCHUIO
CYCTaBHOM U CyCTaBHO-BUCIEPAIbHON (HOPMBI PEBMATOUIHOTO apTPUTA.
3HaTh KIMHUYECKYIO KapTHHY BHUCIIEPUTOB M BACKYJIMTA, ACCOIIMUPOBAHHBIX C
PEBMATOUTHBIM apTPUTOM.
3HaTh  PEHTICHOJOTWYECKHE  TPHU3HAKK  TOPAKECHHS  CYCTaBOB  IIPH
PEBMAaTOUTHOM apTPUTE.
3HaTh OCHOBHBIE OCJIOKHEHUSI PEBMATOUTHOTO apTPUTA.
3HaTh OCHOBHBIC KJIACCHl AHTHPEBMATHYECKUX JICKAPCTBEHHBIX CPEICTB,

MOAUPUITUPYIOMINUX TEUCHHUE 3a00JICBAHMUS.
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- 3HaTh COBPEMEHHOE MOJIOKEHUE O JEHOMEHE «OTBETa» Ha JICYCHHE U METOAaX
ero Bepu(UKaIy ¢ UCIIOIB30BAHNEM TPATUIIMOHHBIX IIKAJ OIICHKH.

- 3HaTh COBPEMEHHYIO CTpaTerHi0 OICHKM pHUCKa HEOJaronpusTHBIX
KJIIMHWYECKHUX UCXOJO0B Y MAlUEHTOB C PEBMATOUIHBIM apTPUTOM.

- 3HaTb OCHOBHBIE NPHUHIUIIBI HEMEIUKAMEHTO3HOTO JICYEHUSI PEBMATOMIHOTO
apTpura.

- 3HaTh OCHOBHBIC MPUHIUIBI OKAa3aHUS OPTOMEANUECKON MOMOIIHM OOIBHBIM C
PEBMATOUIHBIM apTPUTOM.

- 3Hath MeTonbl OLEHKA 3(P(PEeKTUBHOCTH U OE30MACHOCTH TNPHU MPOBEIACHUH
aHTUPEBMATUYECKON Tepanuu, MOAU(PUUUPYIOIIEH TeueHue 3a0oseBaHusl, y
NALMEHTOB C PEBMATOUIHBIM apTPUTOM.

- 3Harb MeTonbl orleHKH 3 dekTuBHOCTU U 6e3omacHOoCTH HIIBC y O0MbHBIX C
PEBMATONUIHBIM APTPUTOM.

- 3HaTh COBPEMEHHYIO CTpPATErHi0 NporpamMM peadbuauTaluuu OONBHBIX C
PEBMATOUHBIM apTPUTOM.

- 3HaTh OCHOBHBIE HANpPAaBJICHUS MEPBUYHOW W BTOPUYHON MNPOPHUIAKTUKU
PEBMATOMHOTO apTPUTA.

- 3HaTh OCOOEHHOCTH KIMHUYECKOIO TEUYEHHs] HOBEHUJIbHOTO PEBMATOHMIHOTO
apTpura.

- 3HaTh XapakTEpPUCTHKYy OOJIEBOrO CHUHAPOMA, VYTPEHHEH CKOBAHHOCTH,
UMMYHOJIOTUYECKYI0  XapaKTEPUCTUKY TEUYEHUs, OIPEICICHUE CTEIEHU
aKTUBHOCTH, PEHTI€HOJOTUYECKOM CTaguu U (GyHKIHOHATBHOU

XapaKTEPUCTUKU PEBMATOUIHOIO apTPUTA.

Vmemo (a-11):

- OmnaaeTh MeTOJaMU MpoBeAcHUS TudPepeHIIMaTIbHOI0 AUarHo3a, JCUCHUs U
npoUIAKTUKA TYTOMOABKHOCTH Y aHKUJIO3UPOBAHUS CYCTaBOB.

- Osmmagers MeTOAaMu  mpoBeacHUs aud@epeHInaIbHON  THarHOCTUKHU

OCHOBHBIX (JOPM PEBMATOUIHOTO apTpUTa.



- OBnagere METONAMHM MPOBEACHUS JIOKAIBHOM TEpanvu Yy NalUEHTOB C
PEBMATOUIHBIM APTPUTOM.

- OBnazeTs HaBBIKAMHM MPOBEJEHUS MporpamMM (U3MYECKON peaduiauTaiuu
NAlMEHTOB C PEBMATOUIHBIM apTPUTOM.

- OBnageTh METOJaMH OKa3aHUS HEOTIOKHON MOMOIIM MalMeHTaM ¢ 0COOBIMU
dbopmamMu peBMaTOUTHOTO apTPUTA.

- OcBouTb METOABl MPOBEICHUA PpPEAOMIMTALMOHHBIX  MEPOIPUSATUH Y

IMallMCHTOB C pCBMAaTONIHBIM APTPUTOM.

111 I]enu pazeumusn ruunocmu (6ocnumameibHvle Ueau):

JIEOHTOJIOTUYECKUE aCMEKThI MIPU paboTe Bpada ¢ OOJbHBIM PEBMATOUIHBIM
aptputoM. Ilcuxonornueckue npodiaemMbl y OONbHBIX PEBMATOUIHBIM apTPUTOM H
poJIb Bpaya B HX IICUXOTEpPANEBTUYECKOM Koppekuuu. lIpaBoBble acrekTsl U
BONPOCHl MPOPECCUOHATBHOW OTBETCTBEHHOCTH Bpaua B ONPEICICHUU TAKTHKU
JICYEHMS], a TAK)KE BPEMEHHOW U CTOMKOM yTpaThl TPYAOCIOCOOHOCTH MallUEeHTAa.

1V. Cooeporcanue 3anamus.

PeBmaTouIHBIA ~ apTpUT -  XPOHHUYECKOE CHUCTEMHOE 3a0oJeBaHuE
COEIMHUTEIBHON TKaHU C IPOTrPECCUPYIOIIMM MOPAXEHUEM NIPEUMYILIECTBEHHO
nepudeprudyecknx (CMHOBHAIBHBIX) CYCTaBOB IO THUILY 3PO3UBHO-IAECTPYKTHUBHOTO
MOJIMAPTPHUTA.

ITHOJIOTHA. PesmaTonHbii apTpUT ABIIACTCS CJIEICTBUEM
MMMYHOIIAaTOJIOTUUECKUX HapyleHul (ayroarpeccuu). OrmnpeneneHHas poyib B
pa3BUTHM 3a00JIEBaHUSI OTBOJUTCA BUPYCHOM HWH(MEKUUH, OCOOEHHO BHpycam
renatuta C u OmmreiiHa-bappa, kotopeie lokanusyroTcs B B-numdormrax u
HapylalT CUHTE3 HMMMYHOIVIOOYJIMHOB, a TaK »e€ BHUpycaM rematuta B wu
KpPacCHYyXH. MHorue MIPULEPKUBAIOTCS WH(EKITMOHHO-aJIIEPTUIECKOM
ATHOJIOTHYECKON Teopur. OTMEdYeHa poib HACIEACTBEHHOCTH B IPOUCXO0KJIECHUU
PA, 0 yeM CBHIIETENBCTBYET MOBBIIIEHUE YACTOTHI 3a00JI€BaHUs Y POJACTBEHHUKOB
O0onbHBIX Uy Onm3HenoB. [Ipenpacnonaratonum GakTOPOM SIBISIETCS XOJIOIHBIA U

BJIQKHBIA KJIMMAT.



IIaTorenes.

PA - 3aboneBanne ayTOMMMyHHOW mpuponabl. HeusBecTHBIN NEepBUYHBIN
aHTUreH (BUpYCHI, OakTepuu, yiabTpadUOIETOBOE OOJIyUCHHE, TMEePEOXJIAKICHHE)
BBI3bIBACT UIMMYHHOAEDUIUT T-TUM(OIUTOB U MPUBOAUT K HEKOHTPOIUPYEMOMY
cuHTe3y B-nmumdornuramMu aHTUTEN K CHHOBHAJIBHOM OOO0JIOYKE MOPAKEHHOTO
CycTaBa, KOTOpbIE MPEJICTABIAIOT 000K MMMYHHOTIIOOYIUHBI G, A, M (B 4acTHOCTH
monaupukamms IgG sBasieTcs peBmatouanbM (haktropoM (PD). OHu coennHAIOTCS C
AHTUTEHOM B KOMIUIEKCHl aHTUTE€H-aHTUTENO, KOTOpbIe JHOO CaMOCTOSITEIBHO
MOBPEXAAI0T CHHOBHAIBHYIO 000JI0UKY CyCcTaBa, IMOO B CHHOBUAIBHOMN KUAKOCTU
nojasepratorcst  (paroruroszy. Ilocie mornomenus (parouquToM OHU AKTUBHPYIOT
JAu30coMaibHble (DEPMEHTHI, paspyllalre 000704Ky ¢ara M IOcie BbIXOJA
HapyXy MOBPEKIAIOT CHHOBHAIBHYIO TKaHb CyCTaBa, BBI3bIBAs HECHEU(pUIECKOe
BOCHlaJieHue. BcereacTBue TOBpEeXIEHUS CHHOBHAIBHOM 00OJOYKHM CycTaBa
00pa3yloTcsi OCKOJKU O€IKOB, KOTOpPhlE OpPraHM3M MallMeHTa BOCIHPUHUMAET Kak
gyxepoansie. K HUM BpIpaOaThIBalOTCA ayTOAHTUTENA W 3aMBIKAETCS MOPOYHBIH
KPYT.

Ha cuHOBHAIBHOM 000JI0OUKE B pe3yJIbTaTe HECHEUU(PUUECKOr0 BOCHATICHUS
YBEJIIMYUBACTCS KOJIMYECTBO JIMM(MOUAHBIX KJIETOK M HAYUMHACTCS pa3pacTaHue
rpaHyJsiIMMOHHOM TkKaHM (maHHyc). OH HamoJyi3aeT Ha CyCTaBHbIE IMOBEPXHOCTU
CYyCTaBOB, pas3pyllas XpAIIEBYI0O TKaHb C 0Opa3oBaHUEM y3yp, TpPEIIMH U
cekBecTpoB. M3HyTpu maHHyC pa3BHBAaE€TCd B KOCTHBIX KaHajgaXx MW OTTyJla
pa3pylIaeT CyCTaBHOW xpsul. B pe3ynbTare 3TOro Ha CyCTaBHBIX MOBEPXHOCTAX
BO3HUKAIOT YYacCTKH JUIICHHbIE XpsmeBoi TkaHu. Ha »THUX OrosieHHBIX
NOBEPXHOCTAX MPOUCXOAMT JajbHEllIee pa3pylIeHHEe YK€ KOCTHOM TKaHH,
MPOIECC TEPEXOJUT Ha CYCTaBHYIO CYMKY M CYXOXHWJIBHBIN ammapaT, BBI3bIBas
aHKHUII03.

BHecycTaBHble TOpaxeHHs NpPU PEBMATOMAHOM apTPUTE MPEACTABISIOT
coboii ouarn (QUOPUHOIHOTO HEKPO3a, KOTOpPHIE HAXOASAT B CEpAle, JIETKHX,

noukax, neyeHu, KKT, B HepBHOM cucTemMe U COCYIUCTON CTEHKE.



Kpurtepun onpeaesnenust creneH AKTUBHOCTH PEBMATOMIHOT0 AaPTPUTA

CTyneHb akKTUBHOCTH
IHoka3atenn 0 1 2 3
Bosb B cycraBax (B mokoe), cM 0 1-3 4-6 7-10
YTpeHHsIs1 CKOBAaHHOCTh Her | Ha mpotsbkenun | [lo 12 B teuenue
30-60muH. 4acoB TTHS
COD, mM/uac <15 16-30 31-45 >45
C-peakTuBHBIN 6€m0OK, yci.en. (+)| <1 <2 <3 >3

KJIaCCH(l)HKa]_[HH PEBMATOUAHOIO apTpHUTAa, NPEAJI0KCHHAA Accounaunel‘i

pesmaTtos10roB Poccuu (2001), npunsitas k paccmorpenuro 111

HanuonanbubiM Konrpeccom pesmartosioros Ykpaussi (2001),

yTBepsKICHHAsl COTJIACUTEIbHON Komuccuei no kiaccuguxkanusam Pb (2002)

XPOHUYECKHUE SI3BbI KOXKHU,
cuHapom PeitHo u 1.1.)
PeBmaronaHble y3enku
ITonuneiponarus
PeBmaronnnas 0oe3Hb
JIETKUX (ayibBEOJTHUT,
PEBMaTOUIHOE JIETKOE)
Cunapom Oentu
CepoHeraTuBHbIN
PEBMATOUHBINA apTPUT
MOJIUAPTPUT; OIUTOAPTPUT;
MOHOAPTPUT;

Cunapom Cruna

MHOKE€CTBEHHBIE Y3YpHI
IV - 10 X)e + KOCTHBIE
AHKWJI03bI

Kaunuxo-
Crenenb |Pentrenosior.cragusi|@yHKUMOHAIbHAS
HMMYHOJIOIHYIECKasd -
akTuBHOCTH | (110 LITeiiHOpOKEpY) AKTHBHOCTb
XapaKkTepucTuKa
Cepono3uTuBHbII 0-pemuccuss |I - oxonocycraBHblii|l.Beimonnenue
PeBMATOMIHBIH aPTPUT 1 - Hu3kMl 0CTEOI10pO3 JKU3HECHHO  BaXKHBIX
- Ilonmaptpwur, 2-cpegunii  |Il - ocTteomopo3  +|MaHUIyIAUN
OJINTO0APTPHUT, 3 - BBICOKHH | Cy)KEHHE CyCTaBHOM [ocymiecTBisieTcst  0e3
MOHOAPTPUT mend  (Moryr  ObITh|3aTpyAHEHUH
- PeBmMaronmHelii  BacKyJIHT OJTMHOYHBIE Y3YPBI) 2.0cymiecTBisieTcss ¢
(IMrUTANBHBIA  apTEepUUT, I - 10 XK€  +{3aTpyAHEHUSAMHU.

3.OcymiecTBiusiercs
IIOCTOPOHHEN

C

IIOMOIIBIO.
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Kinunnyeckasi kapTuHa.

Y 70-80% OonpHBIX HaOMOMAaEeTCsS MNPOApPOMaNibHBIN mepuoa. Hauano
3a00J1eBaHUS MOXKET OBITh OCTPBIM, MOJOCTPHIM U XpOHHYECKUM. Yaie Bcero
oTMeuaeTcs nojiocTpoe TeueHue. [Ipru3Haku BocnalieHusi HapacTaroT B TeueHue 1-2
HEJIETIb.

Haunbonee panueli mnokanuzaruenr aptputa siBistores I w I msactHo-
¢danaHroBele M MPOKCHUMAaIbHBIE MEX(alaHTOBBIE CYCTaBbl, HA BTOPOM MECTE —
KOJICHHBIC W JIy4€3aIICTHBIE CYCTaBbl, PEXE€ - JIOKTEBBIE W TOJICHOCTOITHBIE.
Hekoropble cycTaBbl NMPAaKTHYECKH BCETAA OCTAKOTCS HE3ATPOHYTBIMH - CYCTaBbI
UCKIIIOYEeHUsS  (NIEpBBI  MACTHO-(QAJIaHTOBBIM  CyCTaB W MPOKCUMAJIbHBIN
MeX(palaHroOBbI CyCTaB MH3HMHIA, JIUCTalbHbIE MEX(aJaHIOBbIE CYCTaBbI
KHUCTEH).

[IpumepHo y 2/3 OOJBHBIX pEBMATOUIHBIM apTPUT HAYMHAETCS C
CUMMETPUYHOIO OJMIOApTPUTA, YACTHIM CHMIITOMOM KOTOPOTO SBJISETCA OOJIb.
XapakTepeH BOCHAIUTEIbHBIA PUTM - YCUJIEHHUE 00JIei BO BTOPOU MOJOBHHE HOYHU
U B YTPEHHHUE 4achl, K Beuepy OHM ocyiabeBatoT. CycTaBbl yBEJIMUYEHBI B pa3Mepax,
UX KOHTYpPBI CIVI&KEHBL. DTO TMPOUCXOJIUT BCIEACTBHE OOpa30BaHMs BBHINOTA B
CYyCTaBHOM Karcyjie, HWHOTJIa ompeaensercs cuMnroM Qumokryanuu. [lpu
JBUKEHUSIX HAOJIOJAeTCsl KpemnuTauus. XapaKTepHbIM SBISETCS IOBBIIICHHUE
TEMIIEPATYPBI KOKH HaJ MOPAKEHHBIM CYyCTaBOM, MHOT/A 3TO ONPEAEIISIETCS IyTEM
najbnaMd M TOYTHM BCeraa npu nomouy TteroBuaeHus. [lpum manenaunuu
orpenensercs: pe3kas O00JEe3HEHHOCTh, 00JIb YETKO ONMpEAeNAeTCs HajJ CyCTaBHOM
HIEJBIO 1O KpasiM CYCTaBHOM KarCyJibl, a TAK)KE B 00JIACTU CYXOXKHJIMM U CBS30K.

OgHuM U3 caMbIX NAaTOTHOMOHHMYHBIX CHUMITOMOB SIBJISIETCSI CHUMIITOM
YTPEHHEW CKOBAaHHOCTH, BcTpevarouieiicss B 93% ciydaeB. boiabHbIE UCIBITHIBAIOT
TPYJHOCTH MPHU MOAHITHUH PYK BBEPX, CKATUU MaJbLEB B KyJaK (CHHAPOM TYIHX

epyaTokK), MOBOPOT€ M HAKIOHAaX TyJIOBUIIA (CHHIPOM KOpCETa), NpH
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MPUYECHIBAHUN, BCTABAHUHM C TMOCTENH. YeM MONbIle JUIUTCS CKOBAaHHOCTH, TEM
CHJIbHEE BhIpaX€Ha aKTUBHOCTH MPOIIECCa.

ApTpUTBI COMPOBOXKIAIOTCS CyO(heOpHIbHON TeMIlepaTypoil U YCKOpPEeHUEM
COD. B mepuonm pa3BepHyTOH KapTWHBI 00je3HU (CycTaBHOW  (POpPMBI
PEBMATOMIHOTO apTpUTa) OOJBHBIX OCCIIOKOMT oOIIas CclaboCcTh, amnatws,
yxyamienue cHa. HaOmromaercs moxynanue, cToWkui cyodeOpunuter. Ha 3ToM
¢oHE BO3ZHMKAET THUIHMYHOE Ui PEBMATOMIHOTO apTpPUTAa MOPAKEHHE CYCTABOB.
BcenenctBue pa3Butus npoiaudepaTUBHBIX MPOILECCOB, CYCTaBbl YTONIIIAIOTCS, ITO
COIIPOBOXKIAETCS CTOMKOMU, IIJIOTHOM, PYKUHALIEH [IPUILYXJIOCTHIO
NEePUAPTUKYISIPHBIX TKaHEH, KOTopas 00yciaaBiIuBaeT Ae(UTypaldi0 TMOPaKEHHBIX
CYCTaBOB, B NEPBYIO OYepeb MEJIKHUX CYCTaBOB KHUCTEH M CTOII, 3aT€M CYCTaBOB
3aIsICThS, Jy4e3arsiCTHBIX, KOJIGHHBIX W JIOKTEBBIX. [lnedeBnie, Tazo0empeHHBIC
CYCTaBbl M CyCTaBbl TO3BOHOUHHKKA MTOPAXKAIOTCS PEIKO M, KaK MPaBUJIO, B MO3THEH
CTa/IUH.

BrimmeonvcanHbie TPOIECCH B CYCTaBHBIX TKAHIX MPUBOAAT K BBIPAKEHHON
nedopmalii CycTaBOB, BOSHUKHOBEHHUIO MOJIBHIBUXOB U MBIIICYHBIX KOHTPAKTYP,
O0COOCHHO TANbBIIEB KHUCTEH, JIOKTEBBIX M KOJICHHBIX CycTaBoB. OIHOBPEMEHHO C
ATUM pa3BUBaeTCs aTpodus OIU3NIEKAIMX MBI (OCOOCHHO BBIIIE MOPAKEHHOTO
cycraBa). CycTaBHOW MPOIIECC HOCUT HEYKJIOHHO MPOTPECCUPYIOUIUN XapakTep.
[Tpu xax10oM oYepeTHOM 0OOCTPEHUN TTOPAKAIOTCS BCE HOBBIC U HOBBIE CYCTaBBI, B
CBSI3M C OTUM OJIHU CYCTaBbl HaXOJATCs B Oojiee paHHEH, Ipyrue B Oosiee mo3aHel
CTaluu Tpolecca IECTPYKIUHU. J[IBMKEHHs B HHUX CTaHOBSTCS Bce Ooiee
OTPaHUYCHHBIMU U B TEPMUHATBHOU CTAIUU PA3BUBAIOTCS aHKHIIO3HI.

[TopaskeHust pa3IMYHBIX CYCTaBOB HMEIOT OCOOEHHOCTH: BCIEACTBUE
YTOJIIIEHHUS] MEX(PaTaHTOBBIX CYCTaBOB, MaJbIbl MPUOOPETAIOT BEPETEHOOOPA3HYIO
dbopmy, Ipu TporpeccupoBaHur 3a00JeBaHUs BO3HUKAET "yiIbHapHas JeBUAIINS"
KHCTH - OTKJIOHEHUE BCEX MaJbIIEB B CTOPOHY JIOKTEBOW KOCTU (K MHU3UHILY), TIPU
TOM KHUCTh IpuoOperaer ¢opmy "maaBHHMKa Mopka'; xapakTepHa Aedopmarus B
Bujie "men nebens’ - crudaTenbHasi KOHTPAKTYpa B MSICTHO-(aIaHTOBBIX CyCTaBax;

B BUJie "OyTOoHbEpKHU" U Jp. BhllieykazanHble neopMaluu sSBISIOTCS CIEICTBUEM
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pa3pylleHusi CYCTaBHBIX TIOBEPXHOCTEH CYCTaBOB, MBIIIEUHBIX aTpoduil u
MOpaXEHUs CYXOXKHIIMN, KOTOpbIE "pacTacKuBaioT" majblieBble (DajJjaHTH B pa3HbIC
cTopoHbl. [lopaxkeHue CyCTaBOB 3aIsICTbs IPUBOAMT K MX CIHSHUIO B KOCTHBIA
0JIOK, KOTOPbIN PaBHOCIIIEH aHKIJIO3Y.

Konennble cycTaBbl NOpaXkaroTCsl 4YacTo M yxe B Je0roTe OO0Je3HH.
XapakTepu3yercsi ~ OOWJIBHBIM  BBIIIOTOM ¥ BOCHAJIUTENBHBIM  OTEKOM
NIEpUAPTUKYJSIPHBIX TKaHed. [Ipy mnanpnanuu B TOAKOJEHHOM SIMKE MOKHO
BBISIBUTh CHUHOBHMAJIbHOE BbINsYMBaHUEe - "kucra belikepa", mpu ocnabieHun
BHYTPHCYCTaBHBIX CBS30K ONPEAEISIETCS] CAMITOM ''BBIABHIKHOTO SIIIIKAKA".

BHecycTraBHble MpOSBIEHUSA: U3MEHEHHMS KOXHU (IPOSBISIIOTCA B €€
ONEAHOCTH, SPKO PO30BOM OKpacKe JIaJOHEW, CYXOCTH, HCTOHYEHHOCTH),
MOJIKOKHBIE PEBMATOUIHBIE Y3E€JIKU - OJHO U3 CAMBIX XapaKTEPHBIX BHECYCTaBHBIX
IpPOSIBJICHUI PEBMATOMIHOIO apTpUTa - MPEACTaBISAIOT COOOM COETUHUTENBHO-
TKaHHbIE OOpa30BaHUSA BEJIMYMHOM OT TOpOWIMHBI 10 opexa. llpu mnansmanmu
0e300y1e3HeHHBI U TOABUXKHBI. OOpa3yroTcs BOJM3U JIOKTS, Ha MexX(aaTaHTOBBIX
CycTaBax, peKe Ha KOJIeHsX. Hamie Bcero ux 2-3, OHM HUKOTJa HE BOCHAJSIOTCS U
MOTYT HMCUY€3HYTb B TNI€PHOJl PEMHCCHM WM TIOCJIe Kypca JIeYEHUs
KopTuKocTepougamu. lloSBIAIOTCS BHE3aMHO W SIBJSIIOTCS HEOJIAronpUsTHHIM
IPOrHOCTUYECKUM Tpu3HakoM. JluMmdoaneHonaTtuss - SBISETCS XapaKTepHBIM
CUMIITOMOM PpPEBMATOMIHOIO apTpUTa, YacTO COYETAETCS C YBEIMYEHUEM
CEJIC3ECHKU.

PeBMaTonHbIN apTPUT ¢ BUCLEPATIBLHBIMU NPOSBIEHUSMH BCTpeUyaeTcs B 12-
13% cnyuaes.

PeBmaTouaHbli  apTpUT C ICEBIOCENTHYECKUM CHHAPOMOM - CaMbIi
TSDKEJIBIA BapHaHT KJIMHUYECKOro TedeHusi Ooje3Hu. Hawano octpoe, cycTaBHOM
CHUHJIPOM BBIpAQXKEH 3HAYUTENLHO C OBICTPHIM BOBJICYEHHEM B MpOIECC XpsALIeH U
KOCTEH. DTO CONPOBOXKIAETCA BBICOKOM JMXOPAJKOM TIEKTHYECKOro THMA C
03HO0aMHM M TPOJUBHBIMU I[OTaMH, MOXYyJaHUEM, aHEMUEW, BHUCILEPUTAMH U
BackynuToM. bone3nnr ObicTpo mporpeccupyer. Y 50% OOIBHBIX TOpa)KEeHUE

BHYTPCHHUX OpPraHOB CTAHOBHUTCA BCAYIIUM B KJIMHUYECKOU KapTHUHEC, a SIBJICHUSA
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apTpHUTa Kak Obl OTCTYMAIOT Ha BTOPOH TuiaH. Bee mabopaTopHbie TECThI yKa3bIBAIOT
HAa HAWBBICUIYIO CTENEHb AaKTUBHOCTH. B KpoBM dacTo OOHapy>KHMBaeTcs
PEBMATOUIHBIN PaKTop.

Cunnpom @enatu - [ HEr0 XapakTEpHbl MOJUAPTPUT, YBEIUUYEHUE
CEJIE3EHKU U TUM(DATUYECKUX Y3JI0B, JICHKOIEHUS.

FOBeHWIBbHBIM PEBMATOUNHBIA APTPUT SIBISIETCS OTIEIBbHOW KIMHUYECKOU
dopmoii. Berpewaercs wamie y aeBouek B 6 JETHEM BO3pacTe, OTIMYAETCS OT
PEBMATOUHOTO apTpUTa B3pPOCIBIX OOJee YacThIM HAYaJOM U TEYECHUEM I10 THUITY
MOHO-OJIMTOAPTPUTAa €  TMOPAKEHHEM  KPYIHBIX  CYCTaBOB  (KOJIEHHBIX,
Ta300€JPEHHBIX, CYCTABOB MO3BOHOYHMKA), YACTHIM MOPAKEHUEM TIJ1a3, HATUYHEM
KOXHBIX  BBICBIIAHWA B BUJAE  3PUTEMOTO3HO-MAKYJIE3HOTO  J€pMaTHTa,
CEpPOHETAaTUBHOCTHIO, O0JIee OJIarONPUATHBIM MPOTHO30M.

JInarnocruyeckue kpurepun PA

AMepukaHcKas KoJulerus peBmaroioroB B 1987 r. pazpaborana
Kiaccuukanonusie kputepun PA, xoropeiMu Oosiee 20 Je€T MOJb30BAJIUCH
peBmarosioru Bcero mupa. OHM BKJIIOY&IM YTPEHHIOIO CKOBAaHHOCTh >1 4yaca B
TeueHue 6 Hellelb, MPUIYXJOCTh HE MEHEee 3 CyCTaBOB JJIUTEIBHOCTBIO Ooiiee 6
HeleNb, AapTPUThl JIy4E3aMsSCTHBIX, MACTHO-(PAJIAHTOBBIX, IMPOKCHUMAJIbHBIX
MeX(alaHTOBBIX CYCTaBOB, CHMMETPHUYHOCTbh aAPTPUTOB, HAJIMYME PEBMATOMIHBIX
y3elnKkoB, P®, TUNMYHYH0 KapTUHY PpPEHTTCHOJOTHMYECKHX  U3MEHEHUU
(OKOJIOCYCTaBHOM OCTEONOPO3, KUCTOBUIHBIE W3MEHEHHS, 3PO3UHU CYCTaBHBIX
noBepxHocTei). OOHAKO 3TH JUArHOCTUYECKHE KPUTEpUU HE MOAXOIAT MpHU
panHeM PA. B 2000 r. eBpomeilckuMH peBMarosoraMud ObUIM MPEAJIOKEHBI
KpUTEpUH, IIOMOTAIOLIMEe BpayaM OOLIel MpaKkTUKU 3arofo3puTh PA u HanpaBuTh
NalMEeHTa Ha KOHCYJbTAlIMI0 K PEBMATOJIOTY JUIsl JajibHEWIned Bepuduxanuu
nuarto3a. CoryllacHO 3THUX KpUTEpUEB, Yy MAalMEeHTa JOJDKHBI ObITh Oosee 3
BOCTIAJICHHBIX (TIPHUITYXIIIMX) CYCTaBOB, MOJIOKHUTEIBHBINA TECT (00JIb) MOTIEPEUHOTO
CKaTHsl KUCTH/CTONBI, YTpPEHHAsS cKoBaHHOCTh >30 wmunHyTt. I[locneayromue
KJacCupuKalumoHHble Kputepun PA, paszpaboTaHHble €BpONEHCKUMU U

amepukanckumu pesmatosioramu (kputepun ACR/EULAR 2010 r.), B OCHOBHOM
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HaIpaBJICHbl HA PAHHIOD AUArHOCTUKY PA mpu HanMyuu aKTUBHOTO BOCIAJICHUS B
CycTaBax, MOBBIIIEHHBIX Moka3zareneili COD u ocTpoda3oBbIX OETKOB C yUETOM
HeOMaronpusITHHIX (HakTOpOB TMporHo3a. s MOCTaHOBKM JuarHo3a IO STUM
KPUTEPUSIM y TAIMEHTA JIOJHKHO ONpenensiTbest 6 0amnoB u3 10 BO3MOXKHBIX, MPU
TOM Bpay JIOJDKEH BBISABUTH Yy OOJBHOrO XOTS Obl 1 mpUOyXIMil cycTaB mpH
UCKIIIOUEHUHU  JIpyrux  3a0ojieBaHUM, KOTOpbIE MOTYT  CONPOBOXKIATHCS
BOCIAJICHUEM CYCTaBOB (CHCTEMHasi KpacHas BOJYAaHKA, TMCOPUATHUYECKUN,
peakTuBHBIM apTpuT U 1p.). Knaccudukamumonnsie kputepuun PA ACR/EULAR
2010 r.:

* KJIMHUYECKHUE MPU3HAKU (MIPUITYXJIOCTh U/UIIA OOJIE3HEHHOCTh CYCTaBOB) —
MaKCHUMaJIbHO 5 0aJioB:

— 1 kpynHbIii cycTaB — 0 6amios;

— 2—10 kpynHBIX cycTaBoB — 1 6a;

— 1-3 menkux cycraBa — 2 6ania;

— 4-10 Menkux cycTaBoB — 3 Oaia;

—>10 cycTtaBoB (xoTs 061 1 Menkuit) — 5 6amios;

* uMMyHoJoTMueckue mnokazarenu (P®, anTuTena K UUKIMYECKOMY
IUTPYUTMHUPOBaHHOMY nienTtuay — antu-L{IIT) — makcumanbho 3 Gasna:

— HE BBIABICHBI — () 0aJIJIOB;

— c1a0O0MOI0KUATEIIbHEBIE — 2 0alla;

— PE3KO MOoJIOKHUTENbHbBIE (>3 HOpM) — 3 Oaria.

* noka3arenu BocrasieHus (CO3, CPb), makumansHo 1 6amr:

— HOpMaJibHBIE 3HaueHus — 0 6aioB;

— noBeimeHne COD unu CPB — 1 6am;

* INIUTEJIbHOCTh CHHOBUTA — MaKCUMaJbHO 1 Oas:

— MeHee 6 Hen — 0 6amIos;

— Oonee 6 Hen — 1 Oam.

[Ipu 5TOM B Ka4eCTBE CYCTABOB MCKJIIOUEHHS PACCMATPUBAIOTCS
JTYCTalIbHBIC MeXK(aaaHToBbIe, |- MACTHO-3aIsACTHBIN U 1-# TUTFOCHE-

(hanaHroBbI.
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Nupexc aktuBHOCTH 3a00J1eBaHus no mkane DAS28 (Disease activity
score)

Nunexc axtuBHOCTH Ooye3Hu (DAS28) - 3TO HMHAEKC, COCTOSIIMN U3
HECKOJBKHUX TUCKPETHBIX 3HAYCHUN aKTHBHOCTH PA, OOBEIMHECHHBIX B €IUHBIN
WHCTPYMEHT JUIsl OLEHKH TsbKecTu 3a0oneBaHusi. J[aHHBIA MHAEKC HCIOJIb3YETCs
KaK B KIWHMYECKHUX HCCIECOBAHUAX, TaK M B IIOBCEAHEBHOW KIMHUYECKOU
npaktuke. [lo pekomenganusiMm EULAR B OTHOIIEHUM JIEUEHHS] pAHHETO apTpUTa,
MOHUTOPUHT aKTUBHOCTU OOJIE3HH, TMOMUMO CTPYKTYPHBIX TOBPEKICHUN U
(GYHKIIMOHATIBLHOTO COCTOSTHUS, TOJDKEH BKIIFOYATh B C€0SI OCHOBHBIC KOMITOHEHTBI
unaexkca DAS28: yucno Oosie3HeHHBIX M Hpunyxmmx cycrasos, COD, CPB,
OOIYyI0 OIIEHKY OOJBHBIM COCTOSTHUS 3/I0POBbS IO BU3YaJIbHOW aHAJIOTOBOM IIKaje
(VAS). AktuBHOCTh PA 10JDKHA OIICHMBATBCS ¢ MHTEpBaIaMH B 1-3 Mecsia Jio
JOCTUXKEHUS PEMUCCHH.

Bepudpuxkanus nuarnosza PA Ha paHHeil cTaanu pa3BUTHA

B Bepudukauum guarHo3a Ha paHHEW CTaguU CYLIECTBEHHYIO IOMOIIb
OKa3bIBalOT Y3/ MENKHWX CyCTaBOB KHUCTH M 3aIACThsi, MAarHUTHO-PE30HAHCHAs
ToMOrpadusi H3THUX CYCTaBOB, BBISABISAIONIME BOCHAJICHUE U JIECTPYKIIUIO
3HAUWUTEJIBLHO paHbIle, YeM PEHTTCHOJIOTHYeCKoe O0OcClieloBaHne, a TaKkKe
UCCJIEIOBAHNE CUHOBHAIBHOW XKUIAKOCTH, Mopdoiorudeckas Bepudukanys B TOM
YHUCIIE.

Hcxon u mporuos

Hcxonpt PA 3aBUCAT OT CTOMKOCTH M BBIPAKEHHOCTH BOCHAJIECHUS, TEMIIOB
JNECTPYKIUH CYCTABOB, HAJIMYMUS U TSKECTH BHECYCTABHBIX MPOSIBIICHUM, PA3BUTHUA
OCJIO)KHCHHM, YTO B IIEPBYIO OdYepeab OOYCIOBICHO paHHEH JUAarHOCTHUKOU
3a00JIeBaHUSl M1 PAHHUM HAyaJioM aKTUBHOM TEepamuu C UCIOJIb30BaHUEM 00JI€3Hb-
MOAU(PUITUPYIOIINUX TPETApaTOB — KAK CHHTETUYECKHX, TaK U TCHHO-UHKEHEPHBIX.

OcHOBHbBIC IPUHIMIIBI JEYCHUS PEBMATOMTHOIO APTPHUTA:

- CaHaIMs XpOHUYECKUX 0YaroB MH(EKINH,
- NPOTUBOBOCHAIMUTEIbHAS TEpanus B 3aBUCUMOCTH OT CTEICHU

AKTHUBHOCTH,
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- HMMMYHOJICTIPECCUBHAS Teparus B CIy4ae MPUCOEANHEHUS BUCIIEPUTOB
U 0TCyTCTBUS 3 (PeKTa OT MPOTUBOBOCHAIUTEIBHBIX CPENICTB,

- JIOKaJlbHasg  Tepamusi  MOPAKEHHBIX  CYCTaBOB,  BKJIIOYas U
XUPYPTHUECKUE METOIBI JICUCHUSI.

CoBpeMeHHass JeKkapcTBeHHas Tepanusi PA  BKIOY4aeT MNpUMEHEHUE
JIEKapCTBEHHBIX CPEJCTB JABYX PA3IMYHbBIX KIACCOB:

1. BeicTpoaeHCTBYIOMMX HECTEMU(PUICCKAX MPOTUBOBOCIATUTEIHHBIX
npenaparoB (CTEPOUAHBIX WU HECTEPOUIHBIX): TpeaHn30JI0H 1o 10-20 mr/cyr,
nukiiodeHak HaTpus (BOJbTApEH, AUKIO0EPIT), MEJTOKCHKaM (MoBaiuc) — 7,5 u
15 mr, nenexkokcu6 (uenedpekc) — 100 u 200 mr. DT JeKapCTBEHHBIE CPE/ICTBA
OKa3bIBAIOT MPEUMYIIECTBEHHO CHUMIITOMATHYeCKUU dS(QexT, He BIUAd Ha
porpeccupoBaHre 3a00JIeBaHUSI.

2. AHTUpEBMATHYECKUX MpernapaToB, MOAUGUIHMPYIONIUX TEUCHUE
3a0oneBaHus  (ABIAOTCS ~ OCHOBoW  jeuenuss PA -  DMARD).
AntupeBmarnueckue mnpenapatsl (DMARD) B 3aBUCMMOCTH OT CBOEro
BEIyIIETO MEXaHW3Ma JICUCTBUS  pACIpEACNSIIOTCS Ha  JIBE€  TPYIIIBL:
KCEHOOMOTHYECKHE U OMOJIOTHYECKHE JICKaPCTBEHHBIE CPECTBA.

Kcenoounoruueckue u ouosnornveckue npenaparsl (DMARD),
peKOMEeHI0BaHHbIE B JieueHnu PA

KcenoOnoruueckue JEKApCTBCHHLIC buoaornyeckue JEKAPCTBCHHDLIC
cpeacrea cpeacrea

MertoTpekcat brokaropst ®HO-anbda (3Tanepuient)

Jlebaynomun Nurudutop
JTUTHIPOOPOTATACTUAPOTCHAHI,
cynpeccupyomnui npoaudeparuto T-

JTUMQOIIUTOB

A3saTuonpuH XHUMepHbIE MOHOKJIOHAJIbHBIE
aHTUTENA K ®HO-anbda
(npukcuMab)

[uxnocnopun A Anrtaronuctsl WJI-1  peuenTtopos
(anakuHpa)

Cynbdacana3zun CenexTruBHBIE MOZYJIATOPBI
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D-nenunuinvaamMuy KOCTUMYJISIIIUK, MHTHOupyromue T-
KJICTOYHYIO aKTHBAIMIO ITOCPEICTBOM
cesaspiBanuss ¢ CD 80 uw CD 86

(Abaranenr)
[Ipenapatet  3o0;mota  (aypanodwus, | Purykcumad (Mmabtepa), amanmmymad
aypoTHOMaJIar) (xymmupa)
AMMHOXUHOJIMHBI (xmopoxuH,
TIJTAKBEHMIT)

IIpn TspKenom, topnuaHoM TeueHuu PA, mpu cycTaBHO-BUCLEpAIbHOM
dbopme, MCEeBAOCENTUYECKOM CHUHAPOME, JIYUIIUM METOJOM Oa3UCHOM Tepanuu
SABJISIIOTCS. UMMYHOJCTIPECCAHThI: aHTUMETA00IUThl (METOTpEKcaT, a3aTUONPHUH)
160 ajIKuIupyroue cpeactna (nukinodochamu, aeiikepan).

IIpu PA, nporekaronmiemM C BBICOKOW aKTUBHOCTBIO, BHCLEPUTAMU U
BBIPDAKEHHBIM BaCKyJIMTOM, MCIOJb3YyeTCd TNyJibc-Tepanusi mno cxeme: | T
METHINPEIHNU305I0Ha B/B 3 1HA + 1 r nukiodochana oJHOKPATHO.

K kceHOOMOTHYECKMM cCpeacTBaM OTHOcAT JseduyHamun (apaBa) u D-
MEeHUIIIAMUH (KyTIPEHUI).

HeoOxoquMo NOMHUTR O TOM, YTO BO3MOYKHOCTH KCEHOOHMOTHYECKUX
DMARD (Takux kak MeToTpekcar, cylb(acaiasut, JedayHaMua) B OTHOIICHUH
KOHTPOJISI 3a MPOTPECCUPOBAHUEM JIOKAJIBHBIX MOP(OIOrHUEeCKUX H3MEHEHUI],
YIIYYIIEHHUsS] KIMHUYECKOr0 U (PYHKIMOHAJIBHOIO CTaTyca manueHToB ¢ PA moryt
ObITh  CYHIECTBEHHBIM  00pa3oM  OrpaHWY€Hbl HE TOJBKO  BCIIEJCTBHE
PEATU3YIOIIEHCS TOKCUYHOCTH, IUIOXOW TIEPEHOCHMOCTH M BBICOKOM YaCTOTHI
OTKa30B OT JICYeHUs, HO U (OopMHUpOBaHUS (EHOMEHA «yCKalb3bIBaHUSA dPPEeKTar
(escape  phenomenon), a TakkKe MPEICYIIECTBYIOIIEH  (MHUIIMAIHHON)
TOJIEPAHTHOCTH K MOHOTEPAIIMU WIK KOMOMHAIIMU JIEKAPCTBEHHBIX CpeicTB. B 3ol
CBA3M OOJbIIME OXHAAHUS ObUIM CBS3aHbl C BHEIPEHUEM B KIMHUYECKYIO
MPaKTUKy TaKk Ha3piBaeMbXx Owuonormdeckux DMARD, kotopeie, Kak
MPEANnoarajoch, COCOOHbBI OKa3bIBaTh HEMOCPEACTBEHHOE 3(P(HEKTOPHOE BIUSHUE

B OTHOIICHHWH KPUTHYCCKHUX PCryJIATOPHBIX MCXAHW3MOB, B 3HAYUTECIILHOM MEpPC
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OMOCPEAYIOIINX HETOCTATOUHYIO KIMHUYECKYIO PE3yJbTaTUBHOCTD TPAIULUOHHBIX
DMARD.

B Hacrosiiee Bpemsi B KIIMHUYECKON MPAKTUKE MCIONIb3YIOTCS aHTArOHUCTHI
®HO-anpda (dTamepuent, aganumymad, udaukcumad), antaronuctsl WMJI-1
pelenTopoB (aHakWHpa), a TaKXKE CEJIEKTUBHBIE MOJYJATOPHl KOCTUMYIISIINH,
uHrHoUpytonme T-KIeTOYHYI0 aKTHBAIMIO MOocpencTBoM cBsa3biBaHust ¢ CD 80 u
CD 86 (AbaramenTt). Yame Bcero 3Ty IpemapaThl HCIOIL3YIOTCS B COYCTAHHUH C
KCEHOOMOTHYECKUMHU  JICKAPCTBEHHBIMH  CpPEJICTBAMH, B  OCHOBHOM  C
METOTPEKCAaTOM, YTO TIO3BOJIIET TOBBICUTH J(PPEKTUBHOCTH JICUCHHUS U
IPEIOTBPATUTh BOSHUKHOBEHUE TOJIEPAHTHOCTH. [Ipr 3TOM OCHOBHBIM MMOKa3aHUEM
K Ha3HAUYEHUs OMOJIOTMYECKH aKTHUBHBIX JICKAPCTBEHHBIX CPEJICTB SIBIISICTCA HU3KAs
3¢ (HEKTUBHOCTD WM TOJIEPAHTHOCTh K KCEHOOMOTHYECKUM MTpenapaTam.

B uenom, myis OMONOTUYECKHX TPEMapaTOB XapaKTEPHBbI BHIPAKEHHBIN
KJIUHUYECKUH 3((EeKT U JOCTOBEPHO JOKAa3aHHOE TOPMOXKEHHUE JIeCTPYKLUU
CycTaBOB. B TO ke BpeMs 0COOEHHOCTBIO I'PYIIIBI ABJISIETCS ObICTpOE (HEPEIKO B
TEUEHHE HECKOJBbKUX JHEW) pa3BUTHE SPKOTrO YIYUIIEHUS, 4TO OOBEAUHSET
OMOJIOTMYECKYIO TEpamui0 € METOJaMH HMHTEHCHUBHOW Tepanmuu. XapaKTEepHOU
4epToi OHMOJIOTMUECKUX TIPEraparoB SBISIETCS MOTeHIUpoBanue »Hddexra B
COYETAHMM C KCEHOOMJITUYECKHMMH JIEKapCTBEHHBIMH CpEICTBaMU, B MEPBYIO
ouepenb ¢ MeToTpekcatoM. B cBsA3M ¢ BbicOkoi 3 dekTruBHOCTBIO TIpH PA, B TOM
YuCclie Y PE3UCTEHTHBIX K OOBIYHOM Tepanuu MalMeHTOB, B HACTOSINEE BpeMs
OuoJornyeckas Tepanus BbIIBUHYJIACh HA BTOPOE MO 3HAUUMOCTH MECTO B JICUEHUHU
TOoro 3abosieBanus. B To ke Bpemsi OMOJOTMYECKHE Mpenaparbl OTIUYAIOTCS
BECbMa BBICOKOM CTOUMOCTBIO, 3aCTaBJISAIOLIEH IIPUBJICKATh
(hapMaKkOPKOHOMUYECKME MEXaHU3Mbl [Jii OOOCHOBAHMS LEIECO00pPa3HOCTH HX
MPUMEHEHUSI Ha OCHOBAHWH aHAJIM3a COOTHOIIEHUS 3aTpaThl/APGEeKTUBHOCTH. Mx
Ha3HAYeHHE OTPaHUYMBAETCA CTPOTO  ONpPENSISIEeMbIMH  IMOKAa3aHUSIMH U
IPOTHUBOIOKA3aHUSMU, a TaKke TpeOyeT TUIATEJIbHOTO MOHUTOPUPOBAHUS
() PEKTHBHOCTH ¥ IEPEHOCUMOCTH B X0JI¢ Teparuy OMOJOTHUYECKUMH areHTaMH, a

TaKXKC IIOCIIC €€ OKOHYaHus. HpI/I HAa3HAYCHUHU TCpalnu OMOJIOTHYECKUMHU
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npenaparamMu OOJIBIIIOE 3HAYCHUE MMEET YAEep)KaHue IuTenbHocTH d(ddekra, a
TaK)K€  CBOEBPEMEHHOE  HA3HA4Y€HHE  Tepanmuu Uil  MaKCUMAaJIbHOIO
MPEeAyNPEexXICHUS CTPYKTYPHOTO pa3pyIleHUs CYCTaBOB U MHBAIUAN3ALINU.

K mHacrtosimemy BpeMEHM caMblii OOJBINOW OMBIT HAKOIUIEH MPHU
WCIIOJIb30BAaHUU TIPENapaToB, JEUCTBHE KOTOPHIX HAMpPABJICHO Ha OJOKUPOBAHHE
®OHO-anbpa — OFHOTO M3 KIIOYEBBIX MPOBOCHAIUTENBHBIX IIUTOKUHOB,
yuacTByronux B natorie3e PA. Onnum u3 nepsoix antu-OHO-anbda npenaparos,
3aperucTpupoBaHHbIX B Poccuu, Ob1 mHGIMKCUMAO (pEMUKEH]T), KOTOPBIN JOKa3al
cBOIO 3((PEeKTUBHOCTh KaK MNpH paHHEH, Tak W B pa3BepHyTol craguu PA.
Ha3nauaroT ero Ha ¢oHE Tepanuu METOTpeKcaToM wiu JeduyHomuaom. IIpenapar
BBO/ISIT B BHJI€ BHYTPUBEHHBIX HUH(PY3UI MEIJICHHO B J103€ 3 MTI Ha 1 KT Macchl Tena.
[Ipn HepgoctarouHOM 3(QekTe BO3MOXKHO yBEeIMYeHUE A03bl 10 5 Mr/kr. Cxema
JIeYCHUST peMUKeoM: BBeaeHue Ha 0-i1, 2-i1, 6-i Hexelne, 3aTeM — KaxKaple 8 Hel.
O¢ddexr HacTymaer OBICTPO, MPAKTUYECKH CO 2-i WMHEOY3UM, UTO MPOSBISETCS
YMEHBUIEHUEM YHCIIA BOCMAJIEHHBIX U OOJIE3HEHHBIX CYCTaBOB, COKpAIllEHHEM
JUINTEJIBHOCTA W BBIPAKEHHOCTH YTPEHHEW CKOBAHHOCTM BIUIOTH JIO0 €€
MCYE3HOBEHHUA; 3TO KOPPEIUPYET CO CHUKEHUEM IOKa3aTesield BOCIHMAIUTEIbHOU
aktuBHocTH — COD, CPb. Ilpm 3TOM HacTymaeT perpeccusi BHECYCTaBHBIX
MPOSIBJIICHUM OO0JIE3HU, B TOM YHCIIE TAKUX KaK BacKyJIUT. Tepamusi peMHKeNHoM
TOPMO3HUT JIE€CTPYKTUBHBIM TIPOLIECC B CYCTaBax Jaxke TMOcie NpeKpalleHus
BBeJeHUs npenapara. [Ipy Ha3HauYeHWM peMUKeAa NPOBOAIT TIIATEIBHOE
oOcneaoBaHUe MAlMEHTa ISl BBISIBICHUS TyOepKyle3a (peHTreHorpadus JErkux,
peakuuss MaHTy, NpU MOJOXKUTEIBHON peakuu o00s3aTebHa KOHCYJIbTalUs
dTu3naTpa — sl yTOUHEHHUs HEOOXOAMMOCTH IIPOBEACHHS IPEBEHTUBHOM Tepanuu
POTUBOTYOEPKYJIE3HbIMU TpenapaTamu). lIpoTuBonokazanuem sl Ha3HAYEHUs
peMuKena SABJISIIOTCS HaIu4yue 0001 uHpexnuu, 0COOEHHO
ONIMOPTYHUCTUYECKOM, a TakkKe cepJieuHas HeIOCTaTOYHOCTh, OEPEeMEHHOCTbD,
naktauus. [Ipyu BBeieHUM peMuKeii1a BO3SMOXKHO pa3BUTHE UH(PY3UOHHOM peaKilni,
KOTOPYIO MOKHO MNPEIyNpeInuTh NpeMeanuKanueil rimroKokopTukongamu. Co3naHel

u napyrue unruouropst ®HO-anbdpa. Tak, agamumymad (Xymupa) npeAcTaBisieT
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co0oif YenoBeueckre PEKOMOMHAHTHBIE MOHOKJIOHANbHBIE aHTUTena. [Ipemapar
BBOJISIT MOJIKOKHO Kaxkable 2 Heaenu no 40 mr. C KaXJapIM roJoM CO3Jal0TCs U
BHEJIPSIIOTCS B MPaKTUKY HOBbIe aHTU-PHO-anbdha npenapatsl.

Jpyrum BaXHbIM NPOBOCHAJIUTENbHBIM LUTOKMHOM, YYacCTBYIOIIMM B
natorenese PA, sBnserca WJI-6, BbI3bIBaOnUMi pa3BUTHE OOIICKIMHUYECKUX
CUHIPOMOB: JIUXOPAJKW, AaHEMHUH, aMUJIONA03a, ocreonoposa. IIpemaparom,
onokupyrommm NJI-6, aBisercss Touuamzymad, KOTOpPbI BBOJSAT BHYTPHUBEHHO B
no3e 8 Mr/kr exemecsyHo. [Ipemapar MOXKET HCMOJIb30BAaThCS HE TOJIBKO B
COYETaHMM C Oa3UCHBIMU KCEHOOMOTHMKaMH, HO W B BHUJE MOHOTEpAIHH.
[IpeanoyTUTENBbHO NPUMEHEHUE TOLWIM3yMada TMpU HAJIWYUU CUCTEMHBIX
nposisinennit  PA.  WJI-1-GnokupytonuM — mpemapatoM — SIBISIETCS  aHAKWHPA,
Ha3HAyaeMbI MOJAKOKHO B J103¢ 100 Mr/cyr B BuJE MOHOTEpalud WU B
KOMOMHAIIMK C METOTpeKCcaToM. AKTHUBAIUi0 T-KJIETOYHOTO HWMMYHHUTETa
onoxupyet abarauent. PekoMmenaemsie 1036l npenapara — 750 mr (macca tena <60
kr) u 1000 mr (mMacca tena >60 kr). [Ipenapat BBoaAT BHyTpuUBeHHO Ha 0-#, 2-ii u
4-ii Hepene, 3aTEM €KEMECSYHO B KOMOMHALIMK ¢ KCceHOOnoTHKamu. B marorenese
PA BaxxHoe MecTo 0TBOAUTCS B-KieTouHOM perynsuuu, AepeKT KOTOPOW MPUBOAUT
K TUNEPIpPOAYKUMH ayToaHTutend. llepBelii aHTU-B-kieTouHbll mnpenapar —
putykcumMab (mabrtepa), kotopeii ¢ 1997 r. wucnonb3yercs A JCYCHUS
HexXOKKUHCKUX JuMpom. C 2006 1. mpemapar paspenieH s JieueHus PA.
KpartnocTs BBenenus npemnapata — 2 ua@y3uu no 1000 Mr ¢ uaTEpBaoM 2 HEAEH;
JUIUTENbHOCTh 3 dekta (>6 Mec) odeHb yAOOHa Uil MAalMEHTOB. DQPGdeKT
HACTyMaeT I0CTaTOYHO OBICTPO.

Haubonee axrtyanbHas mHbopmManus 1Mo MoBoaY BeaeHus OonbHBIX PA Ha
OCHOBE  HCIOJb30BAHMUSI  CHUHTETHMYECKMX U Ouosorudyeckux  Oose3Hb

MOAU(PUITUPYIOIINUX TIPenapaToB mpeacrasieHa B pekomenaanusax EULAR 2019 r.
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Touku NPUWJIOKCHUSA I 0MO0JIOrMYeCKH AaKTHBHBIX JIEKAPCTBCHHBIX

CpeacCTB, HCIOJIb3YIIHUXCH B JeyeHun PA

T2 iy sonld aem

Maermka

~ RF
rr— )};{ ¥

armr Lt

AlNK — anTurennpeszenTupyrowan knetka, I — nurepneikmH, ©HOo — dhax-
TOp Hekpo3a onyxonu o, MV-KCD — rpadynounTapHo-makpodarans s
KONOHWeCTUMYNMpyioWWiA dakTop, RF — peemartougHelid dhaxkTop, adTkmlLn —
SHTUTENA K UWKNUYeCKoMY UUTRYNNKMPpOoBaHHOMY NenTuay.

JlokanbHass Tepamus: BHYTPUCYCTAaBHOE€ BBEACHHE TUAPOKOPTHU30HA,
yIbpTpa3Byk, ¥ BU, mapaduH, 030KEpHUT, XUPYPTUUECKOE JICUCHNUE - CHHOBIKTOMMUS,
pagoHoBbie BaHHBL. OTHenTbHOE MECTO B peadWIUTAIMK MAlMeHTOB C PA
npuHaexuT JIOK 1 opronennueckrM OrepaTuBHBIM BMEIIATEIbCTBAM.

Kpurepuu noctuzkenunsi peMmuccuu

B 2011 r. omyOnukoBaHBI KPUTEPUHU, MO KOTOPHIM MOXKHO CUHMTATh, YTO
pemuccus PA nocturnyra, ecnu:

* YHCJIO MPUITYXIIHUX CYCTaBOB <I;

* yuCyo O0JIE3HEHHBIX CYCTaBOB <1;

* ypoBenb CPb <1 mr/m;

* 00111251 OLIEHKA 310pOBbs <1;

* IPOCTOM MHJEKC akTUBHOCTHU OoJie3nu (SDAI) — ne Gosee 3.
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Tonbko MpU OTCYTCTBUU BOCIAJIEHHBIX CYCTaBOB MOXHO PAaCCUMTHIBATH Ha
MPEAYNPEKICHUE TECTPYKTUBHOTO TPOIECCAa B CyCTaBaX W Pa3BUTHS OPTraHHOMN
MAaTOJIOTUH.

Crnenyer oTMeTHUTh, 94TO I(H(PEKTUBHOCTH MPOBOAMMON Oa3UCHOW Teparmu
PA onenuBaercs Ha ocHOBe kputepueB ACR (AMepHKaHCKOTO KOJUIeDKA
PEBMATOJIOTOB), a TakKe II0 CpEAHEMY CHIDKCHHIO oleHkn 1mo DAS 28,
kateropussim orBera Ha Tepanmio EULAR (EBpomneiickas nura mo OopwrOe ¢
pesmatuzMoM), CDAI (knmuHU4YeCKHil MHIACKC aKTHMBHOCTH 3abOoseBanwms), SDAI
(YTIpOIIIEHHBIN WHIEKC aKTUBHOCTH 3a00sieBaHUs1) U OonpocHUKY SF-36 (kopoTkas
dbopma onpoCHUKA JIJIs1 OIIEHKH 37I0POBbS U Oy1aronoiayuus u3 36 BOpoCcoB).

Ha6op kiroueBbix mapameTpoB, pekomeHnoBanubii ACR, Bkiitouaer B ce0s:

- KOJIMYECTBO OO0JIE3HEHHBIX U MPUITYXIITUX CYCTaBOB

- OIIEHKA MalMEeHTOM OOJIU TI0 BU3yallbHO-aHaIoroBoil mkaie (BAII)

- 00111as1 OlleHKa aKTUBHOCTH 3a0osieBanus o BAIII naruenTom 1 Bpauom

- CTEINEeHb OTPaHUYCHHS >KU3HEACSITCIHHOCTH 1O OMPOCHUKY JJISi OIICHKH
coctosiaus 310poBbs (HAQ)

- ypoBeHnb CPb u COD.

Pentrenonornueckasi OIIEHKAa TPOTPECCUPOBAHUSA TOPAKEHUS] MEJIKUX
CyCTaBOB KHCTeH u ctom mpoBoautcs no cucteme lllapma B Mmogudukammu Ban
nep Xeumxaa.

Takum oOpa3oM, BHEIpEHHWE HOBBIX METOJOB paHHEW AUArHOCTUKU PA,
paHHee HayaJlo TAaTOTeHETHMYeCKH  OOOCHOBAHHOW  TEpamuyd  MO3BOJIST
PEAYNPEANTh TDKEIbIC TTOCIEACTBHS 3a00JIC€BaHUs, YIYUIIUTh Ka4eCTBO JKU3HU
MAIMEHTOB, a B TOCJIEAYIONIEM TOJOWTH K WX HWHIUBUIYAIU3UPOBAHHOMY

JICYCHUIO.

V. Mamepuanvt memoouueckozo obecnevyenusn 3aHAmus.
Crnaiiapl, BOOPOCHI 111 KOHTPOJISI UCXOJHOTO M KOHEYHOTO YPOBHS 3HAHUM,

PEHTI€HOTPAMMBbI, UCTOPUU OOJIC3HH.
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10.

11.

12.

13.

14,
15.

16.

VI. Ilepeuenv KOoHmpobHbIX 60NRPOCOE.

Bonpocs! AJ1s1 HCXOJHOT0 YPOBHS 3HAHUI.
N35okuTe OCHOBHBIE MOJIOKEHUS, Kacalolldecs ATHOJOTUM U IaToreHe3a
PEBMATOMIHOIO apTpUTa
N31oxuTe COBpEMEHHYIO KJIaCCU(PUKAIIMIO PEBMATOUIHOTO apTpUTa
OnummTe OCHOBHBIE KIIMHUYECKHE (DOPMBI PEBMATOUIHOTO apTpUTa
W3noxuTte coBpeMeHHBIE MpeICTaBIeHHs 00 0COObIX PopMax peBMaTOUTHOTO
aptputa (cunapom Cruna, cuaapom Dentn)
KakoBbl OCHOBHBIE PUYUHBI (POPMUPOBAHUS JECTPYKTUBHBIX HU3MEHEHHUI B
cycTaBax
YTo BKJIAIBIBAETCS B IIOHATUE CYyCTABBl «UCKIIOUEHUsD PA
KakoBbI cOBpeMeHHbIE TOIXO0/IbI K JUATHOCTUKE PEBMATOMIHOTO apTpUTa
OnummTe KIMHUYECKYH0 KAPTUHY PEBMAaTOUIHOIO apTPUTA B 3aBUCUMOCTH OT
ero bopmbl
KakoBbl cOBpeMEHHBIE MOIXOJbl K JICUEHUIO PEBMATOMIHOIO apTpUTa B
3aBHCHUMOCTH OT €r0 (POpMbI
KakoBbl coBpeMeHHbIE MOAXOABI K JAMArHOCTUKE cuHApoMa Cruna wu
cunapomMa Oentu
N3noxute coBpeMeHHbIE TpeOoBaHUS K AUQPHEHIUPOBAHHOMY JICUCHUIO
CYCTaBHOM M CYCTaBHO-BUCLEPAIbHBIX (POPM PEBMATOMIHOTO apTpPUTa
Onummre  KIMHUYECKYHD  KapTHHY  BHCLHEPUTOB W BAacCKYyJMTa,
ACCOLIMMPOBAHHBIX C PEBMATOUIHBIM aPTPUTOM
Ha3zoBuTe peHTreHONOrn4YecKkue TMpU3HAKW MOPaXKEHUs CYyCTaBOB MpHU
PEBMATOMHOM apTPUTE
Ha3oBuTe OCHOBHBIE OCTIOKHEHHSI PEBMATOUIHOTO apTpUTa
OxapakTepu3yiiTe = OCHOBHBIE  KJIACChl  JIEKAPCTBEHHBIX  CPEICTB,
Moaupuuupyromux reuenue PA
Uto BKJIAJBIBAE€TCA B COBPEMEHHOE MOJOXKEHHE O (PEHOMEHE «OTBETa» Ha
JIeYeHHE M METOJaxX €ro Bepu(UKalMMU C HCIOJIb30BAHUEM TPAAUIIMOHHBIX

IIIKaJI OLICHKU
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10.

11.

12.

13.

Bonpocs! AJ1s1 KOHTPOJIA KOHEYHOI0 YPOBHS 3HAHUIA.
KakoBa coBpeMeHHass cTpaTrerusi OIICHKM pHCKa HEOIarompusSTHBIX
KJIMHUYECKUX UCXOJI0B Y MAIMEHTOB C PEBMATOUIHBIM apTPUTOM ?
HazoBuTe  OCHOBHBIE  MPUHIUIBI  HEMEAMKAMEHTO3HOTO  JICUCHHS
PEBMATOUHOTO apTpUTa
OxapakTepu3yiiTe OCHOBHbIC MPUHIIMITBI OKa3aHUS OPTONEIUIECKON MOMOIIU
00JIBLHBIM PEBMATOUIHBIM apTPUTOM
HazoBute OCHOBHBIE METO/bI OLIEHKH 3(PGEKTUBHOCTH W 0OE€30MaCHOCTU TPH
MPOBEJCHNUN AHTUPEBMATHUYECKON Tepanud, MOAU(PHUIMPYIONICH TeUeHHE
3a00JIeBaHus, Y TAIUEHTOB C PEBMATOUIHBIM apTPUTOM
KaxoBsl meTonb! onieHku 3¢ dexruBHocTH U 6e30nacHocTy HIIBC y 60sbHBIX
PEBMATOUTHBIM APTPUTOM?
KakoBa coBpeMeHHass cTpaTerus NporpaMM peadMIuTaluu  OOJbHBIX
PEBMATOUIHBIM APTPUTOM?
OxapakTepu3yuTe OCHOBHBIE HAIIPABICHUS MEPBUYHOM W BTOPUYHOMN
npo(UIaKTUKN PEBMATOUIHOIO apTpUTa
KaxoBbl 0cOOEHHOCTH KIMHHYECKOTO TEUCHUS IOBEHUIHBHOTO PEBMATOMIHOTO
apTpuTa?
JlaiiTe xapakTepuUCTHKy OO0JICBOMY CHUHAPOMY, YTPEHHEM CKOBAHHOCTH;
MMMYHOJIOTHYECKYI0 XapaKTepUCTUKY TEUCHHUsS; ONpEICICHUE CTENeHH
aKTUBHOCTH,  PEHTI€HOJOTMYECKOM  cTagud U (YHKIUOHAIBHOU
XapaKTePUCTHKN PEBMAaTOUIHOTO apTPHUTa
KakoBbl MPUHIMITBI OKa3aHUsI HEOTJIOKHON MOMOIIM MAIlMeHTaM C OCOOBIMH
dbopmamu peBMaTOUTHOTO apTpUTa?
Onummmre METObI TPOBEACHUS PeadMIINTAIIMOHHBIX MEPOTIPHUITHN Y
MAIMEHTOB C PEBMATOUIHBIM apTPUTOM
Onuiurre METObI MpoBeaeHUS U PepeHuanbHON TMarHOCTUKA OCHOBHBIX
(dbopM peBMATOMIHOTO apTpUTa
Oxapakrepu3yiiTe METO/IbI IPOBEICHUS JIOKAJIbHON TEpaIuu y MalUuEeHTOB C

PEBMATOUAHBIM apTPUTOM
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14. KakoBbl Metoanpl mpoBeneHus Aud@depeHIInaaIbHOTO IUarHos3a, JCUYCHHs U
MPOQIIAKTHKA TYTOMOABMKHOCTH U aHKUJIO3UPOBAHUS CyCTaBOB?
15. OxapaxTepu3yiiTe OCHOBHbIE IPUHIIMIIBI U LEIN MPOrpaMM (prU3ndecKoi

peabunuTalMy MAUEHTOB C PEBMATOUIHBIM apTPUTOM

VII. IIpumepvr mecmogvix 3a0anui
1. Vkaxxute  Hauboyiee  BEPOATHYIO  JTHOJOTMYECKYIO  MNPHHAIJIEKHOCTD
MOJIMAPTUKYIISIPHOTO BapuaHTa PA y My>K4uH MOJIOAOTO BO3pacTa
A.HCV
B.HBV
C.Epstein-Barr Virus
D.Bupyc kpacHyxu

2. YeMm sIBIIsIeTCSI pEBMATOUIHBIN (hakTop?
A.Antu-1gG xnacca IgM

B. Antu-IgG kmnacca IgG
C.Hecnemuduueckum IgM

D.Cekperopnbim [gA

3. ®opmMupoBaHue aHHyca, 00OHAPYKUBAEMOE TPU apTPOCKOINH, SIBIISIETCS
A.Pannum npuznakom PA

B.Ilo3gnum npusnakom PA

C.Hecnenuduiecknm npu3HakoM JA€CTPYKTUBHOTO apTpUTa

D.CrneunduieckuM mpu3HaKoM THOMHOTO apTpUTa

4. Yxaxute cnieriuudabie Juisi PA BHecycTaBHBIE MOPaKEHUS
A.JlurutanbHblid BACKYJINAT

B. AMuionnos moyex

C.Me3aHrHoKanmUISpHBINA TII0MepyToHEDPUT

D.2npokapaut
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5. Kakne w3 HmKe TNpPHUBEACHHBIX [PU3HAKOB pPACCMATPUBAIOTCSA
JMAarHoCTUYECKHE KpUTepun panHero PA

A.yTpeHHs CKOBaHHOCTH OoJiee 1 yaca B TeueHue 6 Helenb

B. mpunyxiocts He MeHee 3 cycTaBOB JAJIUTEIBHOCTBIO OoJiee 6 Heaeb
C.apTpuThl KOJIEHHBIX U TOJICHOCTOIIHBIX CYCTaBOB

D. CUMMCTPUYHOCTD ITOPAKCHUA

6. Kakue u3 HWXKE TNPUBEIEHHBIX MPU3HAKOB  pPacCMaTpUBAIOTCS
nuarHoctnyeckue kpurepuu PA, pekomenaoBanasie ACR

A.yTpeHHss1 CKOBaHHOCTh MeHee | yaca B TeueHue 3 Henlelnb

B.nmpunyxiocte He MeHee 3 CyCTaBOB JUTMTEIBHOCTBIO OoJiee 3 HeAelb
C.aucTanbHBIA 1 CAMMETPUYHBIN XapaKTep MOPaXEHHs CyCTaBOB
D.Hanuuue peBMaTOUIHBIX Y3€TIKOB

E.PO

7. Hamuuue antu-1{1I1 anTuten paccmatpuBaeTcst Kak
A.VImmyHonoruueckuii npuzHak PA

B.Oco0b1#i henoTun metaboamu3Ma ¢ CeMEMHON TEHETPAHTHOCTHIO

KakK

Kak

C.OOnuratHpii  quarHoctuyeckuii  kputepuit PA ¢ Oonee  BBICOKOM

YYBCTBUTEIBHOCTBIO U CIEUU(DPUIHOCTHIO, YeM PO

D.ITpu3Hak BHECYCTaBHBIX TOpaXkeHU ipu PA

8. Kakne mpusnaku mo pekomenmanusM EULAR momKHBI MCHIONB30BAaThCS TMPHU

olieHKe akTuBHOCTU PA. BriGepeTe TonbKO KOPPEKTHBIE OTBETHI
A. unnexc DAS28

B. uncio Gone3HeHHBIX ¥ IPUIYXIIUX CYCTABOB

C. Hanuuume IECTPYKTHBHBIX HOPAKECHHIA

D. crenens QpyHKIHMOHANBHBIX HAPYIIEHUH B MOPAKEHHBIX CYCTaBax
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9. Kakue rpymnmbl JEKapCTBEHHBIX CPEICTB OTHOCATCA K KCEHOOMOTHYECKUM
00J1e3Hb-MOAUDUITUPYIOIIUM TIperapaTaM

A.T TIOKOKOPTUKOUIBI

B.HIIBC

C. Canazonpou3BoIHbIC

D. AMUHOXWHOIUHBI

E. Auraronuctsl NJI-1 penentopos

10. Kakue rpynmbl JIEKapCTBEHHBIX CPEACTB OTHOCATCS K OHOJOTHYECKAM
00J1e3Hb-MOIUDUIIUPYIOIIUM TIpernapaTam

A.Bbrnokatopet DHO-anbda

B.Hruburop auruapoopoTaTaeruaporeHasbl

C. XumepHble MOHOKJIOHATbHBIC aHTUTENa K DHO-anbda

D.CenexktuBHbIE MOLYIATOPHI T-KIETOUHON KOCTUMYJISLIUH

11. MopdodyHKIIMOHATBHBIE IPOSIBICHUS PEBMAaTOUIHOIO apTPUTA BKIIOYAIOT
A.Dp031BHO-1€CTPYKTUBHBIN OIUAPTPUT

B. AHKun03upyromui CoHIMI0apTPUT

C.Octpple BocTIaIUTENbHBIE N3MEHEHUS COCTUHUTENILHON TKaHH
D./lerenepaTuBHO-IUCTPOPUUIECKHIE U3MEHEHHS CyCTaBOB

E. Hapymenust Mouekuciaoro oomeHa

12. Jlns PA B Gomblnieii Mepe XapakTepeH
A.Onuroaptput

B.Monoaptpur

C.IMonmuaptput

D.Bce BbllienepeuncieHHoe

E. Hudero u3 BhilIenepeyrciIeHHOTO
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13. Jlns ompeneneHus: CTeneHu akTUBHOCTH PA MCIoOnb3yroT

A.COD

B. JlutenbHOCTh yTpEHHEN CKOBAHHOCTH

C.Pe3ynbTaThl OIYKOJHMCECTBEHHOTO ofpeieieHus C-peakTUBHOTO IIPOTeHaa
D.Bce BbIIIenEpeUrCICHHOE

E. Huuero u3 BbllIeNepeynCcIeHHOTO

14. K pentren-npusHakam PA He oTHOCUTCS
A.Octeomnopo3

B.CyxeHue cycTaBHOH 11eIH

C. ®opmupoBaHue y3yp

D.Pa3Butre KOCTHOrO aHKHJIO3a

E. OkosocycTaBHO#M 0CcTEONOpo3

15. K cycraBaM NpeuMMylIECTBEHHON JOKaJW3allUy MaTOJIOTHYECKOro IMpoliecca
npu PA He oTHOCATCS

A.lll-isicTHO-(astaHrOBBIN CycTaB

B.IlpokcumanbHbiil MexkdananroBsiii cyctas |l manpiia kuctu

C. ll-iacTHO-(pamaHTOBBIH cycTaB

D.ITpokcumanbHbiil Mexkdananrossiii cyctas |l mamsia kuctu

E. | msctHO-(ananroBsiii cycTaB

16. K auarnoctuyeckum kpurepusm PA mo B.A. HaconoBoii He oTHOCSTCS
A.Jlokanu3anusi MaTOJIOTUYECKOTO TMpoIecca B CyCTaBax MPEUMYIECTBEHHON
JIOKAIN3aIin

B. Y1pennss ckoBanHocTs 60see 30 MUHYT

C.HuTepBain BOBJI€UCHHUS B MATOJIOTHUECKUN MPOIIECC HOBBIX CYCTaBOB HE JIOJIKECH
MPEBBIIATH 3-X MECSIIEB

D.Onuduzapusliii octeonopo3 Ha R-rpamme
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E. Xapakrepnsie 1151 PA nu3MeHeHNs] CHHOBUAJIBHOW KUJKOCTU

17. «30510TBIM CTaHAAPTOM» B JieueHUd PA sBisieTcs
A Jlebaynamu

B.Mertotpekcar

C. Jlemarmn

D.Kpuzanon

E. IIpenapatel IgG1-CBA3BIBAIONINX aHTUTET

18. Jlns peBMaTOMIHOTO apTpUTa XapaKTEPHO
A.TlopaxeHue CHHOBHAIBHBIX CYCTaBOB

B. Acconuarius ¢ runepypukemMuei

C. IByCTOpOHHHI CaKpOWJIEUT B JeOI0TE 3a00JICBaHMS
D.Hanuuue octpoit peBMaTHYECKOM JIMXOPAJIKU B aHAMHE3E

E. Bce ykazanHoe Bbllie

19. OmpeneneHHass pojib B Pa3BUTHUH PEBMATOUIHOTO
CJIEIYIOIUM UH(DEKIUAM

A.Bupycam Dnmreitn-bapp, renatura B, kpacHyxu
B.Bupycam xopu, KpacCHyXH, SHAEMUYECKOTO MapOTUTA

C. Cra¢inoxoxkoBoil HHDEKIHH

D.CtpenTokokkoBO# HHDEKIIUH

E. [THeBMOKOKKOBOW UH(EKITNU

apTpuTa

20. Yame BCero CHUMITOMOM CHUMMETPHUYHOTO OJIMTOApTPUTA

PEBMATOUTHOTO apTPUTA SBISIETCS
A.bonb

B.T'unepemus

C.JlokanbHas TUTIEPTEPMUS
D.Orex

E. Hapymenue ¢pyHKUIMU CycTaBOB
30
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21. K BHECYCTaBHBIM IMPOSIBICHUSAM IIPH PEBMATONTHOM apTPUTE HE OTHOCUTCS
A.Dopmupoanue y3enkos ['edepaeHa u bymapa

B.N3MeHeHHs KOKHUX TOKPOBOB

C. ®opmupoBaHUe MOAKOKHBIX PEBMATOUTHBIX Y3€IKOB

D.JIumpanenonatus

E. Bucueponatuu

22. K xputepusiM onpeaesieHrs YPOBHS aKTUBHOCTH PEBMATOMAHOTIO apTpUTa HeE
OTHOCHUTCS

A.TlpoueHT conep:kaHuss MOHOLUMTOB B JIEHKOIMTApHOU (hopMyIie KpoBU
B.Crenenp BBIPaKEHHOCTH apTpairvii B IMOKOE IO BHU3YyaJbHOW aHAJIOTOBOIO
HIKaje

C. YpoBeHb CKOPOCTH OCEAaHUsI SPUTPOLIUTOB

D.lnuTensHOCTh YTPEHHEN CKOBAHHOCTHU

E. YPOBGHB COACPKaHUA C-peaKTI/IBHOFO IIpOTCHHA CBIBOPOTKH KPOBH

23. K xnaccu(ukanmoHHBIM KPUTEPHUSIM JTUATHOCTUKUA PEBMATOMIHOTO apTpUTa
(ACR/EULAR, 2010) e otHOCHTCS

A.Pe3ynbTaThl TOHHOMETPUH

B.Knunnueckue npusHaku

C.ImMyHONIOTHYECKHE TTOKA3aTEeIH

D.Iloka3atenu BocmajieHUs

E. InuTenbHOCT CHHOBUHUTA

24. K oCHOBHBIM MPHUHIIUIIAM JIEUEHUSI PEBMATOUAHOTO apTPUTA HE OTHOCHUTCS
A.CobmoieHre TUeTHISCKUX PEeKOMMEH TaIliid

B.Canauust oyaroB XxpoHu4eckoi HH(GEKIuu

C.IIpoTtuBoBocnanuTeNbHAs TEpAIUs

D.MmMyHOCyTIpeccuBHas Tepanus
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E. JlokanpHa Tepanus mopa>keHHBIX CYCTaBOB

25. K xcenobuornueckum DMARD-cpencTBam He OTHOCHUTCS
A.Anakunpa

B.Apagsa

C.MeTtoTtpekcar

D.Cynbdacanasun

E. Henarun

26. K cpenctBam Ouonornueckoit DMARD-Tepanumn He OTHOCUTCS
A.Apasa

B. AHakunpa

C. Xymnupa

D.Mabrepa

E. DOranepuent

27. K kpurepisiM JOCTHKEHHS] PEMUCCUHM PEBMATOUHOTO apTpUTa HE OTHOCUTCS
A.TTpocToii unaexc aktuBHOCTH 3a00iieBanus (SDAI) - 6ombie 3

B. O6mas ornenka 310poBbs <1

C.¥Yposenb C-peaktuBHOr0 npoTenHa <1 mr/mi

D.Yucno 005Ie3HEHHBIX CyCTaBOB <2

E. Uncno npumyxJsix CycTaBoB <2

28. K moka3zarensM oreHkH €h(HEKTUBHOCTH TEPATMU PEBMATOMIHOTO apTpUTa HE
OTHOCHUTCS

A.Cuctema lllapna B moaudukanuu Ban-gep-Xeipxaa

B.Kpurtepuun ACR

C.Unpexcer SDAI u CDAI

D.Kareropuu otBera Ha Tepanuio EULAR

E. Onpocuuk SF-36 u ungexc DAS-28
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29. Habop xiroueBbIx mapameTpoB, pexkomMmeHaoBaHHbIX ACR mns ouenku
ed(HEeKTUBHOCTHU Tepanuu PEMaTOMIHOTO apTPUTA, HE BKIIOYAET

A.Kpurepuu Kenrpena-Jloypenca

B.KonudecTBo 00JIE3HEHHBIX U MPUITYXJIBIX CYCTaBOB

C.Ouenka narmuentom Oomu mo BAII, a takxe oOmas oleHKa aKTHBHOCTH
3a0oneBanus o BAILl manxeHTOM 1 Bpauom

D.Crenenb orpanndeHus xuzHeaesTeapHocty mo HAQ

E. Yposenb C-peakTUBHOTIO MPOTEUHA U CKOPOCTH OCEAAHUS SPUTPOLIUTOB

VIII. Cnucok ucnons308anHnoil 1umepamypol.

1. Komamenko B.H., Illy6ba HM. (pen.) PeBmaruueckue 00j€3HHU:
HOMEHKJIATypa, Kiaccu(UKalus, CTaHIapThl JUATHOCTUKH U JieueHus. Kues,
2012.—260c.
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Tema: CUCTEMHASA KPACHAS BOJIYAHKA (CKB).

Konuuecmeo yuebnvix uacos — 3.
|. Axmyanvnocmo memoi.

VYBenudeHne 3a00JIeBa€MOCTH CHCTeMHOW KpacHou BomdaHkou (CKB),
TSDKEJIBI XapaKTep TEUEHUs, BBICOKMI MPOLIEHT WHBAIMIW3ALUU OIPEAEIAIOT
MEAMIUHCKYIO U COLIUAIbHYIO 3HaYUMOCTb JaHHOU IpOoOJIEMBI.
Pacnpoctpanennocts CKB coctaBnser 50 Gonpabix Ha 100 000 HaceneHus.
Haubonee yacras 3a0oseBaeMoCTh HaOM0AaeTCA y A€TeH ¢ 9-neTHero Bo3pacra ¢

MaKCUMYMOM B 12—14 j1leT ¥ B OCHOBHOM Y JIEBOYEK.

II. Yuebnuvie yenu 3anamus.

Osnaxomumocs (a-):

e C gaHHbIMU O pacupoctpaneHHocTH CKB;

e ¢ ocoboenHoctsamu guaraoctuku CKB;

® C BO3MOXKHOCTSIMU KOHcepBaTUBHOrO JieueHns: CKB.
3uams (a-1l):

e OmnpeneneHue, STUOJIOTUS, TATOTEHE3,

® KIMHHYECKas KapTHHA,

® METOAbl HWCCIENOBAaHUS B JHUAarHocTuke U auddepeHmanbHon

JIHArHOCTHKE 3a00JICBaHMUS,
® OCJIO)KHEHHMS U UX NMPO(]PHUIIaKTHKA,
e JIeUeHHUE, MPOTHO3 U TpyaocrnocoOHocTh nanueHToB ¢ CKB.
Vmemo (a-11):
e [IpoBectu knumHUYECKOe oOcnenoBanue 6onbpHOrO ¢ CKB;
e (O00CHOBATH MPEIBAPUTEIHHBIN THATHO3;

o IlpoBectu  nmuddepeHNMANBHYI0O  TUATHOCTHUKY C  JPYTUMH

3a00JICBaHHUSIMU;
o CdhopmynupoBaTh KIUHUYECKUN TUATHO3;

e CocraBuTh IIaH 00CIIEJOBAHUN U JIEUEHUS OOIBLHOTO ;
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II1. I]enu pazeumus auunocmu (6ocnumamenvHvle yeiu):

JleoHTONIOTMYECKHE aCHEKThl Mpu paboTe Bpaya C  OOJIbHBIM.
[Icuxomornueckue mnpoOaeMbl y  OONBHBIX M pOJIb Bpaya B  HX
MICUXOTEPANIEBTUUECKON  Koppekuuu. IIpaBoBble  acmekTbl H  BOIPOCHI
npodecCuOoHaNbHON OTBETCTBEHHOCTH Bpaya B OMNPEEICHUN TAKTUKU JICYCHUS U
TPYJOCIOCOOHOCTH IMaLIMEHTA.

V. Cooeporcanue memul 3anamus.

CucremHas KpacHas BOJTYaHKA - ayTOUMMYHHOE CUCTEMHOE 3a00JIeBaHHE
COCIMHUTEIBPHOM TKAaHM UM COCY/AOB, XapakTepusymwlleecs 00pa30BaHHEM
MHOKECTBa aHTUTENI K COOCTBEHHBIM KJIETKAaM M MX KOMIIOHEHTaM U pPa3BUTHEM
MMMYHOKOMIIJIEKCHOTO BOCIIAJIEHHUS C MOBPEKICHUEM MHOTHX OPTaHOB U CUCTEM.

Otuonorusi CKB. Ilpuuuna 3aboneBanusi HeusBecTHa. [Ipeanonaraercs

ATUOJIOTUYECKAS POJIb CIEAYIOMHX (PAKTOPOB:

1. Xponuueckas supycnas ungpexyus (PHK-conepxkaniyue u MenaeHHbIE
petpoBupychl). JloKa3zaTeabCTBOM SBJSIETCS OOHApY>KEHHE B KpPOBHU OOJBHBIX
CUCTEMHOW KpacHOM BOJIMAHKOM MHOXKECTBA AHTHUTENI K OTHM BHpPyCaM U
OOHapy>KeHHE C TOMOIIBIO DJIECKTPOHHOW MHUKPOCKONHUHU BKJIIOYEHUN BHUpPyCa B
SHIOTEIHNH, TUMQOIUTAX, B OMONTaTaX MOUYCK U KOXKHU.

2. Tl'enemuueckuti ¢axkmop. YCTaHOBIEHO YBEIMYCHHE YacCTOTHI
CUCTEMHOM KpacHOW BOJYAaHKU B CEMbSX, OOJBHBIX ATUM 3aboneBanueM. [Ipu
CUCTEMHOW KpAaCHOW BOJYAHKE Yaule, 4eM B NOmyJisinuu, BcTpedarorcs HLA Aj,
Bs, DRy, DRj3. Tlpenmonaraercs, 4to puck 3a00J€BaHUS CUCTEMHOW KpacHOM
BOJTYAHKOM 00YCIIOBJICH YEThIPbMS HE3aBUCUMBIMH I'€HAMHU.

3. Ilonosvie eopmonvi. Cpemu mnamumentoB ¢ CKB mpeoGnamaror
KEHIMHBL. Y J€BOYEK-TIOIPOCTKOB HAYaJI0 3a00JI€BaHUS CBSI3aHO C HACTYILJICHUEM
MeHapxe (IepBOil MEHCTPYalli); aKTUBHOCTH 3a00JIEBaHUS TIOBBITIIAETCS BO BPEMs
OEpEMEHHOCTH M TMOCJE POJOB. DTO CBA3BIBAIOT C PA3IMYHBIM BO3JIEHCTBUEM
MIOJIOBBIX TOPMOHOB HA UMMYHHBINA OTBET (3CTPOTEHBI CIIOCOOCTBYIOT MOBBIIIICHUIO

CHUHTC3a aHTHUTCJ, a4 aHAPOICHbBI CHHKAIOT O6p8.30BaHI/I€ AHTHUTCIJI U IIOAABJIAIOT
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KJIIETOYHBIE peakuuu). Y IKEHIMH penpoayktuBHoro Bo3pacta ¢ CKB
HAOJFOAOTCS TOHW)KEHHBIC YPOBHHU TECTOCTEPOHA, MPOTECTEPOHA M BBICOKHN —
ACTPOTrEHOB; Y BCEX 3a00JICBIIMX BHE 3aBUCUMOCTH OT I10JIa TIOBBIIIAETCS YPOBEHb
MPOJIAKTUHA u MTOHUXKACTCSA YPOBEHb JIETUIPO3NUAHIPOCTEPOHA
(dehydroepiandrosterone).

4. Daxmopvl enewinel cpedvl. llepBocTeeHHOE 3HAYCHUE UMEET
UHCOJSIUSA. YIbTpaduoIeTOBOEe OOJydYeHHE CIOCOOHO HU3MEHSATh AHTUTCHHbBIE
cBoiictBa JIHK kieTok Kok, UHIYIUPYS Pa3BUTHE ayTOMMMYHHBIX pEakluil y
MPEAPACHOJIOKEHHBIX HWHAUBUIYYMOB, a TaKXKe YCUJIMBACT BBICBOOOXKICHUE
unrepaeiikuHoB (Interleukin, IL) 1, 3, 6 u TNF, cmnocobcTBysi pa3BUTHIO

JJOKAJIBHOT'O BOCIIAJICHUA.

Dmunemuonorust CKB.

[To nmawubiM 3a 2015 r., pacmpOoCTpaHEHHOCTb 3a00JE€BaHUS B MHUPE
coctaBimsier 3,3-8,8 Ha 100 000 nmereir . CKB mnopaxkaer npenMyIiecTBEHHO
JEBYLIEK W MOJIOABIX >KeHUMH, npumepHo 80% mnanumentoB ¢ CKB — 310
»eHmuHbl. CKB penko HaumHaercs y neted B BO3pacTe A0 S JIET KU3HU, MOABEM
3a00JIeBa€MOCTH OTMEYaeTcsl ¢ Bo3pacTta 8—9 JeT, a MUK NPUXOJUTCS Ha BO3PACT
14-25 gner (cpemnmii Bo3pact paebrora — 11-12 jer). C >THUYECKOM
MPUHAAJIEKHOCTBIO CBSI3aHBl PACIPOCTPAHEHHOCTb, TEUEHHUE 3a00JIEBaHUS U
cMepTHOCTh. Hampumep, chinb «0a00uKOi» TUMWYHA JUIs OENbIX MAaIMeHTOB. Y
adpoamepukaHieB 1 appokapuOIeB 00J€3Hb MPOTEKAET TOpPa3io TKEIEe, YeM Y
€BPOIEOUIOB, PELUIUBBI OOJIE3HU U BOCHAIUTENbHbIE HAPYIIEHUs padOThI TOYEK
BCTpevaroTcs y HHMX dame. JluckouaHas BOJYAaHKA TOXKE yalle ObIBaeT Yy
TEMHOKOXHUX . OTH (akThl YyKa3plBalOT Ha TO, YTO T'EHETUYecKas
IIPENPACIIOIOKEHHOCTh MOXKET UTPATh BaKHYIO poib B aTHosornu CKB.

[TaTorene3. 3abosieBaHWE OTHOCHUTCS K ayTOMMMYHHBIM Ooiie3HsM. B
ycnoBusix gedunura T-cynpeccopHod (PyHKIUM JUMQPOIMTOB OTMEUYACTCS
OpOAYKIMST OOJBIIOTO KOJMYEeCTBA AyTOAHTUTEN: aHTUHyKiIeapHblx, K JIHK,

MHUKpOCOMaM, JIM30COMaM, MUTOXOHOPHAM, (bOpMeHHBIM 9JICMCHTaAM KpPOBH U JP.
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Hanbomnpiniee matoreHeTHYECKOE 3HAUCHHWE HMMEIOT aHTHTelna K HatuBHOM JIHK
(uIHK), koropeie coemunsitorcss ¢ H/IHK, 00pa3yioT uMMyHHBIE KOMILIEKCH U
aKTUBHUPYIOT KOMIUIEeMEHT. OHHU OTKJIaJbIBalOTCS Ha Oa3aibHBIX MeMOpaHax
pa3NMYHBIX BHYTPEHHUX OPraHOB M KOXH, BBI3BIBAIOT HMX BOCHAJICHHE U
noBpexaeHne. OZHOBPEMEHHO TOBBIIIAETCS JIN30COMalbHAs MPOHUIIAEMOCTb,
BBIJICIISIFOTCS. MEIUATOPBI BOCHIATIEHUS, aKTUBUPYETCS KHHUHOBAsI CUCTEMA.

IIposoyupyrowue gaxkmopsi: HENEPEHOCUMOCTbh JIEKAPCTB, BAKIMH,
CBIBOPOTOK, (poToCceHCHMOMIM3aIMs, YIbTPa3ByKOBOE OOJIyuYeHUEe, OEpEeMEHHOCTD,
poJibl, a0OPTHI.

Knaccugpukayus cucmemnoii Kpacnoii 6014aHKu

I. Ilo xapakrepy Te4yeHHMs, Ha4yajay O0o0Je3HM H JajbHeWIIeMy
MPOrpecCHpOBAHMIO.

a) Octpoe.

b) IomocTpoe.

C) XpoHHYeCKoe:

1. peuuaAuBUPYIOMIMM MOJTUAPTPUT WIH CEPO3UT;

2. CHUHAPOM JHUCKOUIHOW KpacHOW BOIYAHKHU;

3. cunapom PeiiHo;

4. cunapom Bepabroda;

5.  snuientu(OpPMHBIN CUHIIPOM.

Kaaccupuxkanus CKB

*  OCTpOE;

*  TOAOCTpPOE;

*  XPOHMYECKOE;

*  pEUUIMBHUPYIOUIUHI NOJUAPTPUT;

*  CHHJAPOM JMCKOUIHOW BOIYAHKHU;

* cuHapowm PeiiHo;

» cuHapom Bepabroda;

e cunapow lllerpena;

e aHTU(POCHOIUNUIHBII CUHAPOM.
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I1. Ilo akTUBHOCTH:

1. Axrtunas (aza: Beicokas (III ct.), ymepennas (Il ct.), MuHMManbHAS
(I crenenn).

2. HeaktuBHas (aza (pemuccus).

Knunnueckas KapTHHA. 3a00JeBaoT MNPCUMYIICCTBCHHO KCHIIMUHBI, YaIlc

Bcero B Bo3pacte 14-40 ner. HayanbHble NposIBIEHUS 3aKIIOYAIOTCS B CIa0OCTH,
NOXYAAaHUH, OBBIIIEHUU TEMIIEPATYPHI TENA.

IHopaxkeHnue KOKH U CIU3UCTHIX 0001049eK. Hanbomnee gacTeiii cuHaIpom
CUCTEMHOI KpacHOU BoyaHKH. Tonbko y 10-15% O0nbHBIX OTCYTCTBYIOT KOKHBIE
u3MeHeHus. Dubois (1976) yka3bIBaeT, 4TO CyHIECTBYIOT 28 BapHAaHTOB KOMHBIX
U3MEHEHUH NpU 3TOM 3a00JI€BaHUU.

Hauboiee xapakTepHBIMU SBJIAIOTCS CIENYIOLIHUE:

e M30JMPOBAaHHBIE WIH  CIUBAIOIIMECS  JPUTEMATO3HbIE  IISITHA
pa3nuM4HON (OpPMBI U BEIMYUHBI, OT€YHBIE, OTTPAHUYECHHBIE OT 370POBOM KOXH.
Yamie Bcero HaOII0JAl0TCS HA JIUIIE, 11I€€, TPYAH, B 00JIACTH JIOKTEBBIX, KOJICHHBIX,
TOJEHOCTONHBIX  CycTaBOB.  OCOOEHHO  XapaKTepHOW  JAMArHOCTUYECKU
BBICOKO3HAYUMO1 siBisieTcd (urypa 0abOuYkH (pacroyioKEHUE SPUTEMATO3ZHBIX
ISTEH Ha HOCY M Iekax). Hepenko spuremaTo3Hble NsATHA ObIBAIOT YpPE3BbIYANHO
SAPKUMH, KPACHBIMU (KaK MOCIIE COTHEYHOTO 0KO0Ta), OTCYHBIMH;

e TIIPU XPOHUYECKOM TEYEHUHW CUCTEMHOW KpPACHOM  BOJIYAHKHU
HPUTEMATO3HBIE OYaru XapakTepu3ylTcs HWHOUIbTpALMell, TUIEepKepaTo3oM,
HIeJTyIIEHUEM U pyOLI0BOM aTpodueit Koxu;

o JIIONYC-XEHJIUT - BBIPAKEHHOE IMOKPACHEHHE Ty0 C CEepOBaThIMU
yelryikaMu, KOpoOuKaMH, SpO3HUsIMH, € MOCIEAYIOIUM pa3BUTHEM 0YaroB arpoduu
Ha KpacHoil kaiiMe ryo0;

e KAmWUISIPUTBI - B O0OJACTH MOJYLICYEK MajbleB, Ha JIAJOHSAX,
MOJIOIIBAX MMEIOTCS KpacHble OTEUHBIE IMSTHA C TEJICAHTHUAIKTa3UsAMHU, aTpoduei
KOXU;

e DJHaHTEMa CJIM3UCTON OOOJIOYKM IMOJIOCTH PTa - YYACTKH 3PUTEMBI C

reMOpparusiMu 1 3pO3UsIMH;
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o Oyiuie3Hble, y3J0BaThle YpPTHKapHbIC, TEMOPPATNYECKHUE BBICHIIAHUS,
CETYATOE JIMBEJO C U3BA3BICHUSAMU KOXKHU;

o TpoduuecKkre HapyHIeHUS - CYXOCTh KOXH, BBINAJCHHE BOJIOC,
JIOMKOCTb, XPYIIKOCTb HOI'TEH;

e HA CIU3HUCTON 000JIOUKE MOJOCTH PTa U HOCA - PO3UBHBIC, SI3BEHHbBIC
ouaru, OeJjecoBaThie OJISIIIKH, SPUTEMATO3HBbIE ISITHA, BO3MOXKHA Mepdopaius
NEPErOPOJIKH HOCA;

e TIPU TOJOCTPOM  CHCTEMHOM KpPAaCHOM  BOJYAHKE  HMMEIOTCS
KOJIbLIEBUIHBIE BBICHIIIAHUS C TEJICAHTMAKTa3UAMH, JIEIUTMEHTAUUeld B LIEHTpE.
OHu pacnojiararoTcsi Ha JIMIe, IIee, TPpyau, KOHEUHOCTsX. [lo100HbIe U3MEHEHUS

KOXKH yacTo HabmoarTcs y 00abHbIX ¢ HLA DR3 u Bg

IlopaxeHue KOCTHO-CYCTABHOM CHCTEMbI IPOSBIIETCSA CIEAYIOLUMU
IIPU3HAKAMMU:

e OONM B OJHOM WIA HECKOJBKUX CYCTaBaX WHTEHCHUBHBIE H
JUTUTEIIbHBIE,

e CHMMETPUYHBIM ITOJMAPTPUT C BOBJIECYEHUEM IPOKCHUMAIIBHBIX
MeX(aJaHrOBBIX CYCTaBOB KHCTEW, ISICTHO-()aJaHIOBBIX, 3alsICTHO-IISICTHBIX,
KOJICHHBIX CyCTaBOB;

e  BBIPAXEHHAs YTPEHHSISI CKOBAHHOCTD MTOPA)KEHHBIX CYCTaBOB;

e pa3BUTHE CrUOATENbHBIX KOHTPAKTyp NAalblieB pPYK BCIEACTBHE
TE€HIMHUTOB, TEHAOBaruHUTOB;

o (opMupoBaHHE PEBMATOUIHONOJOOHON KUCTH 3a CUET U3MEHEHUU B
IIEPUAPTUKYJISIPHBIX TKAaHAX; 3PO3UMM CYCTaBHBIX ITOBEPXHOCTEH HEXapaKTEPHbI
(MoryT OBITh UL y 5% OOJIBHBIX);

e BO3MOXKHO Pa3BUTHE ACENTHUECKUX HEKPO30B TOJOBKU OeapeHHOU

KOCTH, IIJIEYEBOU U APYTUX KOCTEU.

IHopaskeHue MbILIL TPOSBIIIETCS MUAITHUAMU, BBIPAKEHHOW MBIIIEYHOU

c1a00CThIO, MHOT/IA PA3BUBAETCS OJMMHUO3UT, TOJOOHBIN 1€PMATOMUO3HUTY.
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ITopaskeHue JIerkuX MPOSIBISETCS CIAEAYIOIMMHU TPU3HAKAMU:

e CyXOH WM BBIIOTHOM IUIEBPUT C OOJNIIMU B TPYAH U BBIPAKECHHOU
OJIBIIIIKOM MpPU HAKOIUIEHWH OOJIBIIOTO KOJMYECTBAa >KUJKOCTH; KakK IPaBUIIO,
Ha0JI0JaeTCsl IBYCTOPOHHUHN TUIEBPUT;

e BOJIYAHOYHBIH MHEBMOHUT (JIETOYHOM BACKYJIHUT) XapaKTEpHU3yeTCs
OJIBIIIKOW, CYXUM KalllIEM, UHOTJa KPOBOXapKAHbEM; MPHU PEHTTEHOJIOTHYECKOM
VICCJIEIOBAHUH JIETKUX BBISIBISIOTCS TUCKOBHIHBIE ATENEKTa3bl B HUKHUX OTHENAX,
WHOTJIa BUAHBI MHQUIBTpaTHUBHbIE TEHU. [IpU XPOHMYECKOM TEUYEHUU JIIOMYC-
ITHEBMOHUTA HAOJIOAETCd MOPAKEHUE HWHTEPCTHLMAIBHON TKAaHU JIETKHX C
YCUJIEHUEM JIETOYHOTO PUCYHKA;

e CHUHJAPOM JIETOYHOW T'MIIEPTEH3UH;

e BO3MOXHaA TPOMOOSMOOIMS JIETOYHOMN apTepUH.

ITopamxenune cepae4yHO-COCYAUCTOM CHCTeMbl. B03MOXHO pa3BUTHE
NaHKapAWTa, HO Yallle BCEro HaOIogaeTcs MepuKapanuT, OOBIYHO CyXOil, HO MHOT 1A
Pa3BUBACTCSA TSDKENIBIA DJKCCYNATUBHBIM IeEepuUKapAuT. lIpum BBICOKOW cTeneHu
aKTUBHOCTH  HaOmomaerca  Ou(d@y3HbII  MHOKapIuT,  OCHOXKHSIOLIUICS
HEJ0CTATOYHOCTBIO KPOBOOOPAILIEHUSI.

[Topaxxenue >unokapaa (duAoKapauT JInbmana-Cakca) HaOIrOgaeTCS IPU
NAHKApJAUTE W MPUBOJUT K INOPAXKEHUIO KJIANIAHHOTO arrmaparta cepaua. Yame
bopmupyeTcss MUTpaJIbHAsi HEIOCTATOYHOCTh, PEXE - HEIOCTATOUYHOCThH KjlamaHa
aoptel. [lopoku cepaua HarOT NpU AyCKYJbTAlMM COOTBETCTBYIOLIME IIYMBI
(cuctonuyeckuid 1IyM B 0OJAacTM BEpPXYLIKM CEpALa MpPU  MUTPAJIbHOU
HEJIOCTATOYHOCTH, AUACTOJINYECKUN IIIYM HaJ A0PTOW MPU HEIOCTATOYHOCTH KJlaraHa
aoptel). bopopaBuaTble HaJIOKEHHsS Ha KIAIMaHaX MOTYT OIPENENSAThCS IPH
DXOKapPAUOCKOIIHUH.

[TopaxkaroTcst coCypl, MPEUMYLIECTBEHHO apTEPUHU CPEIHErO M MEIKOTO
kanuopa. Hmerorcss cooOuieHuss 0 BOBJICYEHMM B MAaTOJOTMYECKUN IMPOLecCe
NOAKIIOYMYHOM apTepuu, KOPOHAPHBIX apTEepui, UYTO MOXKET NPHUBECTH K

pasBuTHio  uH(papkra  Muokapaa.  JlocrarouHo — yacto  HaOmroAaroTCs

42



TpOMOO(]IEONTH MOBEPXHOCTHBIX BEH IUI€Ya, MEpeAHEN MOBEPXHOCTU TPYTHOU
KJICTKH.

IMopakeHue :KeJyAOYHO-KMIIEYHOr0 TPAKTAa M MedYeHH. bBoIbHBIX
OECOKOAT TOIIHOTA, pPBOTA, OTCYTCTBHE anmnetuta. llopakeHune mnuIeBoaa
MPOSIBIISIETCS] €r0 JuiaTaiieil, 3p03uBHBIMU U3MEHEHUSMH CIIU3UCTON O0O0JIOUKH.
Hepenako oOHapyXMBarOTCS U3BA3BICHUS CIU3UCTON OOOJOYKHM JKeNlyakKa u
JBEHAATUIIEPCTHOW KHIIKH. llopakeHue cocyloB OpbDKEHKH NPHUBOJIUT K
CWIbHBIM OOJIIM B >KUBOTE, NMPEUMYIIECTBEHHO BOKPYT Mynka (a0JI0MUHAIBHBIN
KpHU3), PUTUTHOCTH MBI OPIOITHOTO Tpecca.

[lopaxxeHne MeYeHU MPOSBIAETCA KIMHUKON BOJYAHOYHOI'O TENaTUTa
(yBenmMYeHUE TEYEHU, OHKEITyXa pa3jIuyHOW BBIPAKEHHOCTH, IOBBIIICHHUE
COJIep>KaHMs B KpOBU aMUHOTpaHcdepas).

IHopaxenue nouek (;romyc-Hegpur)

CoryiacHO COBpeMEHHOU MOP(OIOTHUECKON KiTacCU(PUKALIUHU,
o100peHHo MexayHapoabiM 001ecTBoM Hedposoros (ISN) B 2004 r., Takxke
BbIICISIOT 6 KitaccoB BH (Ta6m. 1).

Ta6un. 1. Knaccudukanus Bomuanounoro Hegpurta, ISN, 2004 r.

Knacc Omnucanue

I HopwmaibHble ki1yOO4KM IPH CBETOBOW MUKPOCKOIIUU

I Pacmupenue u/minm runepkiIeTOYHOCTh ME3aHTUsT

" Ouarossrit (<50% ki1ry00uKOB) mIposiudepaTUBHbIN
nomepynonepput, aktuBHbIN (A) w/unu xpounueckuii (C)

Huddysssiii (>50% kmy0oukoB) npoardepaTUBHBIMI
IV | nomepynonedput ¢ pokaabHBIMU WU TJI00ATBHBIMU U3MEHEHUSIMH,

A, A/C,C
\Y Mem6pano3nsiii, = usmenenus 1 wim IV knacca
VI Cxueposupyromiuii (>90% ckiiepo3upoBaHHBIX KITyOOUYKOB)

Nwmerotcs OMpCACIICHHLIC KOPPEIAIHNN MEKAY KIMHUICCKUMHU U

Mopdonorunueckumu nposisienusimu BH (tabm. 2).

Tabmn. 2. Knuanueckue mposiBIEHUS IPHU PA3IAYHBIX MOP(POTOTUUECKHUX

kiaccax (mo C. Ponticelli)
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Knacc Knunnueckue nposiBieHust

[ull Mou4eBol CHHIPOM OTCYTCTBYET WJIM HEOOJIbIAs MPOTEUHYPUS
Il [Tporeunypus + remarypusi, HC y 1 /3 6ompnbix, [TH peaxo

v HC, remarypus, JIT' u ITH y GonbimuHCcTBa O0TBHBIX

\ [Mporeunypus, HC y 2/3 6oapnbix, AI' u [1H y 25% GonbHbIX
VI Tspxenas [TH y GonbimHCTBa 00IBHBIX

BonuaHouHbli  HeQpPUT MPOSBIAETCA CIEAYIOIIMMUA KIMHUYECKHUMHU
dbopmamu (M. M. lBanosa, 1994):

o OBICTPO MPOrPECCUPYIOUINII  BOJIYAHOUHBIM He(PUT (TSHKEIBIN
HE(DPOTUUECKUIT  CHHIPOM, 3JIOKAYeCTBEHHAs apTepuaabHas THIEPTEH3US,
OBICTPOE Pa3BUTHE MOYEUHON HEAOCTATOYHOCTH );

o Hedporuueckas ¢opMa riIoMepyioHepputa (B OTIMYME  OT
HEBOJIYaHOYHOTO He(dpuTa, MPOTEUHYPHUSI MEHEE BbIpaKeHa, Yallle HaOJII0JAr0TCS
apTepualibHas TUIEPTEH3Us u remMarypus, MeHee BBIPAJKEHA
TUIIEPXOJIECTEPUHEMUSA );

e AKTUBHBIA BOJYAHOYHBIH HEOPUT C BHIPAKEHHBIM MOYEBBIM
CUHJIPOMOM (TipoTennypus 6ombiie 0.5 r/cyT, MUKpOremMarypus, JeMKOLUTYpus);

e HEPPUT C MHHUMAIBHBIM MOYEBBIM CHHAPOMOM - TPOTCHHYpPHUS
menbiie 0.5 1/cyT, MUKporeMaTypusi - €IMHUYHbIE SPUTPOLUTHI B MOJE 3PEHU,

HEeOOJIbIIas TCUKOIUTYPHS, apTepUaIbHOE JIaBIICHUE HOPMAJIbHOE.

M.M.UBanoBa (1994) npuBoauT CcHEAyHOUIME KPUTEPUU AKTUBHOCTH
Jronyc-Hedpura:

1) KiimHuko-1a00opaTopHbie KPUTEPHH

[Iporeunypus 1 r/cyt; spurpouutypust 10,000 B 1 MK MOUM; UITUHAPHI
TMaJIMHOBBIE U 3epHUCTBIE > 250 B 1 MKJI MOYM; TIOBBILLIEHUE YPOBHSA KPEAaTUHUHA B
CBIBOPOTKE KPOBH; CHUKEHHUE KITyOOUKOBOU (DUITBTPAIIHH.

2) UMMYyHOJIOTHYeCKHE KPUTEPUH ¢ UMMYHOMOpPdoJsiorueii

Huskuit ypoBenb CHsp B coue€TaHMM C BBICOKMMH THUTPAMH AHTUTEN K

JHK, pe3koe cHmxeHue coAepkaHusi KOMIOHEHTOB KomiuieMeHTta Cjz, Ciy;
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Bbicokuit ypoBeHb LIUK; nenosutel IgG u C3 Ha 6a3anbHOil MeMOpaHe KIyOOUYKOB;
neno3utsl IgG u Cs B 1epMO3IUIepMaIbHOM COSTMHEHHH.

3) Mopdosiornyeckue KpUTEPUU AKTUBHOCTH HepuTa

OulOpuHOUAHBIE  M3MEHEHHUS  MeTelb, (UOPHHOMAHBIA  HEKPO3;
reéMaTOKCUIMHOBBIE TENbLIA; HOJTYJTyHUS; TMAJIMHOBBIE TPOMOBI;
MHTpaKanuuIsipHas KJIETOYHasI nponudepanus; UHTEPCTULIMAIbHAS
UHOUIBTPAIUS; TUIa3MOKIIETOUHAs, JTUMQOIUTapHas; TpOMOOLUTAPHBIE TPOMOBI;
apTEepPUUTHI, APTEPUOIIUTHI.

IlopaxeHnue HepPBHOIl cMCTeMbl HA0JIOIAETCS MOYTH y BCEX OOJBHBIX U
OOyCJIOBJIEHO BacKyJIUTaMHu, TpoMOo3aMu, HWH(APKTAMH M TIE€MOPpPArusiMH B
pa3IMYHBIX OTJENax TOJOBHOIO Mo3ra. B mociennue ronapl Oojbiias pojib B
MOPAXCHUH HEPBHOW CHUCTEMBl OTBOAWUTCA AHTHHEHPOHAIBHBIM aHTHUTEIaM,
KOTOpBIE OpaXkatoT MeMOpaHbl HEHPOHOB.

[TopaxxeHre HEPBHOM CHCTEMBI MOYKET MMETh CIEAYIOUINE KIMHUYECKHUE
MIPOSIBIICHUS: TOJIOBHBIE 00JIN, ICUXUYECKUE PACCTPONCTBA, CYIOPOKHBIN CHHIPOM
(Mo TUIly BHUCOYHOM OIWIENCHUM), HapylleHHe (YHKIUU YEPENHO-MO3TOBbIX
HEPBOB,  MOHOHEHPOINATHH,  TOJIMHEUPONATHUH,  HAPYIIEHHE  MO3TOBOTO
KpoBooOpateHus: (BcieacTBue TPoMO030B, remopparuu). Penko HabOmomaercs
MUEIHNT.

JlabopaTopHbIe JTaHHBIE

1. OOmmi aHanW3 KPOBU: TOUTH Yy BCEX OOJBHBIX 3HAYUTEIHHOE
noBbiienne COD, 6oJiee YeM y MOJOBUHBI - JIGUKOTIEHUS CO CABUIOM B (hopmyJie
KPOBHU JI0 MPOMUENOLUTOB, MUEJIOUUTOB U IOHBIX B COYETAHUU C JTUM(DONEHUEH,
JIOBOJIBHO YacTO - THUIIOXPOMHAasi aHEMHs, B PEIKUX CIydasX pa3BUBAECTCS
reMOJIMTUYECKas aHEeMUsl C TOJIOKUTENIbHOM peakuueit KymOca, MoxeT umeTh
MecTo TpomOorToneHus. [laTorHoMOHUYHO onpeeneHne OONbIIOro KOJIMYecTBa
LE-xnetok. LE-kneTku - 310 3penbie HEUTPOPMIIbI, IIUTOTUIa3Ma KOTOPHIX MOYTH
LEJIMKOM 3alojHeHa (arouuTUPOBAHHBIM  SJIPOM  TOTHOILIEro  JIEHKOUUTA,
COOCTBEHHOE SAPO MPHU ITOM OTTECHEHO K nepudepuu (AMarHoOCTUYECKH 3HAUNMO

oOHapyxenue He MeHee 5 LE-kimerok na 1000 neiikorutoB). LE-kinetku
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00pa3yroTcs MpU HAIMYUHM aHTHUTEN, pearupyromux ¢ komiiekcom JJHK-rucron n
KOMIUIEMEHTA.

2. EnuHuYHbIE BOJYAHOUHBIE KJIETKM BCTPEYAIOTCS WU NPU JPYTUX
3a0o0JsieBaHUsAX. MOTIyT ONpenensaTeCs Takke CBOOOJHO JIEKAIUE pa3pyLICHHBIE
Aapa  JIEWKOUUTOB (T€MAaTOKCHMJIMHOBBIE, BOJYAHOYHbIE TEJbla), HMHOI/A
OKpY>KEHHBIE JIEHKOIIUTAMU - (PEHOMEH PO3ETKH.

Knnauueckue BapHaHTHI

B.A.HaconoBa (1972) BeienseTr BapruaHThl TCUCHHUS] CHCTEMHOM KpacHOM
BOJIYAHKK (OCTpOE, TOJOCTPOE, XPOHMUYECKOE) MO Hayalny 3a0oieBaHHs U
JAIIbHENIIIEMY MPOTrPECCUPOBAHUIO.

Ilpu ocmpom meuenuu Haudano OOJE3HM BHE3AIHOE, TEMIlepaTypa Teja
BBICOKAs, XapaKTepHBbl OCTPBHIA TOMUAPTPUT C PE3KOM OO0 B CyCTaBax,
BBIPOKEHHBIE KOXXHBIE M3MEHEHHUSI, TSXKEIbIE MOJUCEPO3UTHI, MOPAKEHUE TMOYCK,
HEPBHOUM CHCTEMbI, TpopUUeCcKue HapYIUICHUs, MOXYJaHHE, PE3KOE YBEINYCHUE
COD, manuuronenus, 6oapI0e KoauuecTBo LE-KIeTok B KpOBH, BHICOKHE TUTPHI
AH® (anTunyxieapssiii haktop). JnurensHocts 3a00neBanus 1-2 roaa.

llooocmpoe meuenne XapakTepu3yeTcs IOCTENEHHBIM pPa3BUTHEM,
CYCTaBHBIM CHHIPOMOM, HOPMaJbHOW WUIU CyO(heOprIbHONW TeMIepaTypou Tena,
KOXXHBIMH H3MEHEHUsSIMU. AKTUBHOCTH TIpollecca B TEUCHHE 3HAYUTEIHHOTO
BPEMEHH MUHUMAaJbHAS, PEMHUCCUU TMPOJOIDKUTENbHBI (10 momyroga). OmHako
MOCTENIEHHO MPOLECC MeHEPaTU3yeTcsl, Pa3BUBACTCS MHOXKECTBEHHOE MOPaKEHUE
OpraHOB U CHCTEM.

Xponuueckoe meueHue TPOSIBISETCS MOHO- WM MAJIOCUHAPOMHOCTBIO B
Te4eHue MHorux Jer. O0miee COCTOSIHUE JO0JT0 OCTaeTCs YIOBIETBOPUTEIbHBIM.
Ha pannux »Tamax HaOJMIOAAIOTCS KOXKHBIE W3MEHEHHS, CYCTaBHBIA CHHIPOM.
[Tporiecc MeJI€HHO MpOTpeccUpyeT, U B JajbHEHIIeM MOpaXkaloTcs MHOTHE

OpraHbl 1 CUCTCMBI.

JMarHOCTUYECKUE KPUTEPUM CUCTEMHOW KpPACHOM BOJMYaHKU 1o B. A.
Haconosoii.

I. bosbine AMArHOCTHYECKUE KPUTEPUU
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1. «baboukay» Ha JIHIIE;

2. JOIMYyC-apTpPHT;

3. JIOMyC-MTHEBMOHMUT;

4. LE-xnerku B KpoBH (B HOpME - OTCYTCTBYIOT, a0 5 Ha 1000
JEUKOUUTOB - eaquHuuHblie, 5-10 Ha 1000 NeHKOLMTOB - YMEpPEHHOE KOJUYECTBO,
oosbire 10 - 60BIIOE KOJIMYECTRO);

5. AHO® B Gombiiom THTpE;

6. ayrouMMyHHBIN cuHipoM Bepibroda;

7. KymOc-monoxxutenbHas TeMOJIUTUYECKAs] aHEMUS;

8. momyc-Hedpwr;

9. reMaTOKCWIMHOBBIE Telblla B OHMOINCUMHOM MaTepualie: HaOyXxIiue
s/ipa TIOTHOIINX KIIETOK C JIM3UPOBAHHBIM XPOMATHHOM;

10. xapaktepHass ~ matoMopdoJioTHsI B YAAJICGHHOM  CeJIe3CHKE
(«TyKOBUYHBIA CKJIIEPO3» - CIOMCTOE KOJBIEBUIHOE pa3pacTaHWEe KOJUIAr€HOBBIX
BOJIOKOH B BHJI€ MY(THI BOKPYT CKJICPO3UPOBAHHBIX apTEPUH M apTEPUOIT) WIIH TTPU
ouorncusx KOXH (BaCKyJIMTHI, UMMYHO(TIOOPECIIEHTHOE CBEUCHHE
MMMYHOTJIO0OYJIMHOB Ha 0azaibHOM MeMmOpaHe B 00JIacTH JAEPMOINUACPMATHLHOTO
CThIKa), TOYKH ((HUOPUHOU] KAMWIUIAPOB KIYOOUKOB, THAIMHOBBIE TPOMOBI,
(dbeHOMEH «IPOBOJIOYHBIX METENbY) - YTOJIIECHHbIE, TIPONUTAHHBIE TIa3MEHHBIMU
Oenmkamu  Oa3aibHBIE MEMOpAHBI TJOMEPYJSIPHBIX  KamWUIIPOB), CHHOBUH,

TuM(paTUIECKOro y3ia.

I1. MaJible IMarHOCTHYECKUE KPUTEPHUHU

1. Jluxopanka 6onee 37.5 "C B TeueHHE HECKOIBKHUX JTHEH;

2. HEMOTHBUpPOBaHHAas TOTeps Macchl (Ha 5 Kr u Ooyee 3a KOPOTKOE
BpeMs1) U HapyIIeHUue TPOHUKH;

3. KanwUISIpUTHI HA MalblaXx;

4. wnecneuuuueckuil KOXHBIM CHHIpPOM (MHOroopMHas 3pUTEMA,
KpanvBHUILIA);

5. TOJIMCEPO3UTHI - IVIEBPUT, IEPUKAPIUT;
47



6. mumdaneHonaTus;

{. TemaToCINIEHOMETAJIN,

8. MMOKapauT;

9. mopaxenue [{HC;

10. moIMHEBPHUT;

11. mOJIMMHO3UTHI, HOTUMHUAITUH;

12. monuapTpanruu;

13. cunapom Peiino;

14. yeemuuenune COD (cBoimie 20 Mm/9);

15. nelikonenus (Mensme 4 * 10%/1);

16. anemus (remoryioous mensie 100 r/m);
17. rpomGonmTonenus (Mensure 100 * 10%r;
18. runieprammarnoOynunemus (6omnee 22%);
19. AH® B HU3KOM TUTE;

20. ceoOonnanie LE-Tenpna;

21. cToiiko moJjoxkuTeIbHas peakius Baccepmana,

22. u3MeHeHHasi TpOMO0dIaCTOrpaMMma.

JlnarHo3 CUCTEMHOM KPaCHOUM BOJYAHKHU JOCTOBEPEH IIPU COUYETAHUHU TPEX
OOJIBIIMX TMPU3HAKOB, MPUYEM OJIUH O0sI3aTeNbHBIA - Hanmuuue «0adouku», LE-
KJIETOK B O0JbIIoM KonudecTBe uiau AH® B BHICOKOM TUTpE, TeMaTOKCUIMHOBBIX
tenen. IIpy HaMMUMKM TONBKO MajblX NPU3HAKOB WM IPU COYETAHUM MaJbIX
IIPU3HAKOB C JIFOIYC-apTPUTOM JUArHO3 CUCTEMHOW KPACHOW BOJYAHKUA CUUTAETCS
BEPOSTHBIM.

CrenyeTr yuuThIBaTh TakKe AuarHoctuueckue kpurepun APA. Hammuwne
4 mpuzHakoB u3 11 genaet nuarno3 CKB noctoBepHbIM.

J{uarHocTuveckue KpUTePUun CUCTEMHOM KpacHoil Bomyanku, ACR

(1982), oonoBaennbie ACR (1997)

Kpurepui 3HaveHue
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Briceimmanus Ha
CKyJIaX U IIEeKax

cDI/IKCI/IpOB.':lHHa}I OpUTEMA, IIJIIOCKAas WM BO3BLIIAIOMIAACS
Hall KO)KCﬁ, HC 3aTparuBaromias HOCOFY6HBI€ CKIaJAKH1

Jnckonnnbie OpuTeMaTo3Hble MNPUIIOAHATHIE IISITHA C IPUIIETAIOIIMMHU

BBICBIITAHMUS yelyikaMu U (QOJUIMKYJISIPHBIMU MPOOKaMH, CO BpPEMEHEM
pa3BUBAIOTCS aTpoUuecKue pyOoIbl

®ortoceHcnOmnn | KoxxHble BBICHIIIAHUSA B pe3yJbTaTe HEOOBIYHOM pEAaKLUU Ha

3anus COJIHEYHBIM CBET - HEOOXOJIMMa 3alUCh B HUCTOPUHU OOJIE3HU

1IN 2KC (I)OTOCCHCI/I6I/IJ'II/IBEIHI/I$I JOJDKHA Ha6JIIOI[aTBC$I BpayoM<

N3ba3Binenua B
[MOJIOCTHU PTa

N3bsa3BiIeHUST B MOJOCTH pTa HIN HOCOIJIOTKC, OOBIYHO
6OH63H6HHI)IC, JOJDKHBI Ha6J'IIOI[aTBC$I BpadyoM

Aptpur Hespo3uBHbIN apTpuT IBYyX uiau Oojiee mnepudepruyecKkux
CYCTaBOB, C 00JIE3HEHHOCTbIO, IPUITYXaHUEM UJIU BBIIIOTOM

Cepo3zur [1neBpuT - uIeBpUTHYECKUE OONM WM IIyM TPEHHS IUIEBPHI,
BBICITYIIIMBAE€TCA BpPauoOM HJIM HMMEIOTCS HHCTPYMEHTaJIbHbIC
NTOKA3aTeNIbCTBA IUIEBPAJIBHOIO BbIoTa WM llepukapaur -
NTOKyMEHTUPOBAHHBIN UHCTPYMEHTAJIBHO WIH
BBICJTYLLIMBAEMBIM BpauOM LIIyM TPEHUS IIepUKapaa

[loueunsie Croiikass nporennypust 6onee 0.5 r/CyT WM UUIUMHAPYPHUS

HapyLIEHUs (3pUTpOLMTApHBIE, 3E€PHUCTHIE, CMEIIIAHHBIC)

Hesponoruueck | Cynpoporu, Npunaaky - Ipu OTCYTCTBUU MPUEMA HEKOTOPBIX

Y€ HapyLIEHUs1  |[OpernapaToB WM KaKUX-TMOO M3BECTHBIX  HApYIIEHUU
MeTtabonusma  (ypemusi,  KEToaluao3,  dAJIEKTPOJUTHBIN
nucOaIaHC) WK MICUXO03bI (MPU TEX K€ YCIOBUSIX)

I'ematonornyeck | 'eMonuThueckass aHeMHsT C  PETUKYJIOLHUTO30M WU

Vi€ HapyLICHUS

nerikonenus: (< 4000 B 1 Mk B AByX wiu Oojiee aHaIu3ax)
i suMmdonenus (< 1500 kierok B 1 MK B IBYX win Oosiee
aHam3ax) win TpomooruTonenus (< 100,000 B 1 Mki1)

NmmyHonornuec
KUE HAPYILLICHUS

[TonoxurenbHble LE-TeCT WM MOBBIIEHHBIE TUTPHI AHTUTE
k HatuBHOW JIHK wunu antutrena x antureny Cmuta (OH
coaepkut  Ui;puOOHYKIICOMPOTEUH-AIIUTONI U HECKOJIBKO
JIPYTUX HACBIIICHHBIX YPUJAUHOM PHUOOHYKJICONPOTEHHOB).
[TonoxxutenbHas Haxoaka K aHTU(HOCHOTUTIUINHBIX aHTUTE,

4yTO Oa3UpyeTcs Ha:

. MATOJIOTUUECKUX YPOBHSIX B CBIBOPOTKE
AHTUKAPAUOJMIIMHOBBIX aHTUTen IgG nmm IgM
. MOJIOKUTEIIbHBIM  PE3YJbTAT TECTAa HA BOJIYAHOYHBIN

AHTUKOATI'YJIAHT IIPpXW UCITIOJBb30BaHUN CTAHAAPTHBIX METOAOB.
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. JIOXKHO-TIOJIO)KUTEbHBIE pEaKIMM Ha CUQUWINC B
TEYCHUE HE MeHee 6 MeCAILIEB
Antunykiieapusl | [ToBeimiennbie tutpel AHAT, BBIBIIIEMBIE C MOMOILBIO
€ aHTHUTEIIA UMMYHO(II00PECUEHINH pu OTCYTCTBHHU npuema
[Ipenaparos, CIIOCOOHBIX WUHIYLIIUPOBATh
BOJIYAHOYHOIIO100HBIN CUHIPOM
Ilpumeyanue:  NUCKOWJIHBIE O4Yard BOJYAHKUM -  KOXKHas  (He

reHepaiu3oBaHHas) (opMa BOJYAHKH, MNPOSIBIAIONIASACS OTACIbHBIMH OYaraMu

MNOPAKCHUAMUN KOXMW Ha OTKPBLITBIX YYdCTKax TCjla - JIMOC, HOICH, YIIHBIX

paKkoBHHaX, Iy0ax.

J{narHocTu4ecKkue KpuTepuu

cucTeMHO KpacHoil Botuanku, ACR 23 urons 2018r.

Kimmangeckne KinacTepsl NMMyHOJIOTMYECKHE KIaCTEPHI
bannsr bambl

KoHCTUTYIIMMOHHBIN KJIACTEp: Kuaacrep AaTtudocgomnuaHbix
Jluxopanka aHTHUTEJI:

2 Antukapauonunus 1gG > 40 GPL

€ IUHULL
i antu-B2GP1 1gG > 40 equnun
WJIN TIOJIOKUTEHHBIN BOTYAHOYHBIN

AHTUKOYTYJISTHT
2
Koxnbiil KI1acTEp: Knacrep koMmjieMeHT POTEHMHOB:
be3py6rioBas anomnenus Huzkuit C3 i Huskuii C4
2 3
S13BBI pOTOBOM MTONOCTH Huskuit C3 n Huskuit C4
2 4

[TonxoxHas ocTpas uiu
JNVCKOUIHAS BOJTYaHKA

4

Octpas KoKHasi BOJTYaHKA

6

Knacrep aprpura:

Kuaacrep BbicokocnennpuaHbIX
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CHHOBUT B KAK MUHUMYM 2X CyCTaBaX, | AHTHTEJI:

100 0OJIE3HEHHOCTh B KAK MUHUMYM AnTtutena npotus asyxuenoyHoit JJHK
2X cycTaBax, U Kak MUHUMYM 30TH 6
MuHyTHasi CKOBAaHHOCTh AHTHUTENa K anTUureny Cmura

6 6

HeBpoJsioruyeckuii kjacrep:
Hemupuii

2

IIcuxo3

3

Cynoporu

3)

Kuaacrep cepo3ura:

[ImeBpanpHbIA WK IEPUKAPAUATIbHBIN
BBIIIOT

5

OcTpblil nepUKapaIUT

6

I'emaTosornueckuii Kjacrep:
Jlelikonenus

3

TpombouuTONIeHUS

4

AYTOMMMYHHBIA T'€MOJIN3

4

IHoueunblil KIacTep:
[Tporeunypus > 0,5 rpamm/24 gaca

4
Knacc Il unu V Bomuanounsiit HehpuT
8

Knacc Il umu 1V BomyanouHb1il HeppUT
10

Bce manmeHTbl, KOTOPHIM IO HOBOW KJIacCU(HUKAIMK YCTAHABIMBAECTCS
JIAArHO3 CUCTEMHOM KpacHOW BOJIYAHKU JOJDKHBI UMETh CBIBOPOTOYHBIM THUTP
Antunykneapubix — antuten (ANA) kak wmuaumMym | @ 80 mo
UMMYHO(ITYOPECLICHIIMM Ha YEJIOBEYECKUX DSIUTENUATIbHBIX KJIETKax 2ro TUMa

(human epithelial type 2 cells) nin Ha SKBHBaJICHTHOM IOJIOKUTEIILHOM TecTe. B
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JOTIOJTHEHHUE, y TIAIMEHTa JOJDKHO OBITh Kak MUHUMYM 10 0anjioB U3 yKa3aHHBIX B
Tabnuie kpurepueB. Kputepuii He cauTaeTCsl, €CIU Y JAHHOTO KPUTEPUS UMESTCS
OoJiee BeposiTHOE OOBSICHEHHE, YeM CHUCTEMHas KpacHas BojiyaHkKa. OJIHOKpAaTHOE
NPOSIBJICHWE  KPUTEPUS  SBJISETCS  JIOCTATOYHBIM,  YTOOBI  3aCcUWTaTh
COOTBETCTBYIOIIME OallIbl, © MOMEHT KOTJa KPUTEPHH y TAIllMCHTa CTAHOBHTCS
[IOJIOKUTEIBHBIM HE 00A3aTEIbHO HOJDKEH HaKIaIbIBaThCSI HAa MOMEHTHI KOTIJa
IpPYTUE KPUTEPUH CTAHOBATCS TMOJOXKHUTEIbHBIMHA. [0 HOBOW KiIaccH(pUKaINH,
YCTaHOBJICHHE JUArHO3a CHCTEMHOW KpacHOM BOJTYAHKH TpeOyeT Haaudue 0aioB
KaK MHUHUMYM W3 OJHOTO KJIMHWYECKOTO Kjactepa. Ecimm y manueHTta mmeeTcs
Oonee OMHOTO KpWUTEpUs W3 JAaHHOTO KjacTepa, TO Oepercs KPUTEpHid C
HauOOJIbIIIEM KOJIMYSCTBOM OaJIOB.

OneHka aKTHBHOCTH CHCTEMHOH KPacHOii BOJYAHKH MO IIKaJe

ECLAM (European Consensus Lupus Activity Measurement)

CI/IHI[pOM U KIMHUYECCKHUEC ITPOSABJICHUA b

bl

1. O6mue nposiBneHus: (Jr00ObIe U3 MEPEYUCIICHHBIX HIDKE *0,5 6arna)

JIuxopanka YTpennsas temmneparypa Boie 37,5°C,
HE CBsI3aHHAs ¢ MHPEKIuei

Ycranocts CyObeKTUBHOE OIIYIICHHE
MOBBIINICHHON YTOMIISIEMOCTH

2. CycraBHble nposiBiaeHUs (JitoOble U3 NepedrciieHHbIX Hike™ 0,5 Oanna)

ApTput Hespo3uBHBIN apTpUT ¢ OpaKEHUEM
JBYX U Ooiiee nmepudepruuecKkux
CYCTaBOB (3amsICThs, JUCTAIbHBIC WU
MPOKCUMAaJIbHbIE MEK(alaHTOBBIE,
MsICTHO-(aJaHT OBbIC)

ApTpairun Jloxanu3oBanHas 00k 6€3
OOBEKTUBHBIX CUMIITOMOB BOCITAJICHUS

IBYX U Ooiiee mepudepruaecKux
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CyCTaBOB

3a. AKTUBHbBIE KOXKHO-CIIM3UCTBIC IMPOABJIICHUSA

DputemMaTo3Hasl ChIllb B CKYJIOBOH
oOactu

dukcupoBaHHas dpUTEMa — IIOCKAs
WJIH BO3BBIIIAIOIIASCS B CKYJIOBOM
00JIaCTH ¢ TEHIECHIUEN K
pacIpoCTPaHEHHUIO Ha HOCOTYOHYIO
001aCTh

['enepann3oBaHHas Chilb

[IaTHUCTO-TIATy IE3HASI CHITIb, HE
CBsI3aHHAsS C IPHUEMOM JIeKapcTB. MoXeT
OBITH Ha JIFIDOOM y4YacTKe Tejla BHE
3aBUCUMOCTH OT IIPCOBIBAHMS HA COJTHIIC

I[I/ICKOI/II[HaSI CBIIIb

DpureMaTo3Has Ui
JEMMATMEHTUPOBAHHAsl BO3BBIIIAOIIASICS
OJISIIIIKA C IPUPOCIICH KepaTUUeCKOM
YeIIyHKOW WiIN (QOJLTUKYISIPHOM
pOOKOH

KoxHbIi1 BacKynuT

Bxmrouast JAUT'NTAJIBHBIC A3BbI, IIYPIIYPY,
KpalluBHULTY, 6YJ'IJ'I€3HI)IG BBICBHIIIaHUA

S13BBI pOTOBOM MTONOCTH

S13BBI BO PTY WJIM HOCOTJIOTKE, OOBIYHO
0e300J1e3HEHHbIE, OOHAPYKUBAEMbIE
BpauoM

30. Pa3BuTHe KOKHO-CIU3UCTHIX MposiBeHu# (* 1 0amn, ecnu

BBIIMICHA3BAHHBIC IIPU3HAKHU ITOABJIAIOTCS BHOBD,

CCJIM OTMCUACTCA HApPpACTAHHUC BBIPA)KCHHOCTHU IIPU3HAKOB ITOCJIC ITIOCICAHCTO

HaOoeHus, To + 1 6amr)

4. Muo3sut (* 2 6ana, eciiv NOATBEPK/I€H MOBBIIIEHHBIMU YPOBHAMHU

KpeaTtuH(}ochOoKrHA3BI U/WIH METOAOM 3JIEKTPOMHUOTpapuu, UiIn

THUCTOJIOTUYECKUM UCCIIEOBAHUEM )

5. llepukapaut (* 1 6ayu1, eciau MOATBEPHKICH C TTOMOIIBIO AJIEKTPO- HIIH

sXoKapauorpaduu, Wi BRICIYIIMBACTCS IIIyM TPEHUS TIEpUKaa Mpu

ayCKYJIbTaIliN )

6. Kuteunsie nposiBieHus (J1t00ble U3 MEPEUNCICHHBIX HUXKE * 2 Oasia)

Backynut kuie4yHnka

O‘-IeBI/II[HBIe IIPpU3HAKHU OCTPOIO
BAaCKYyJIMTa KUIICYHHUKA

AcenTU4eCKnil IEPUTOHUT

BbINOT B OpIOIIHOM NOJIOCTH NpU
OTCYTCTBUU UH(PEKINU

7. Jlerounsie posiBACHUS (JIF0ObIE M IEPEYNCIICHHBIX HIDKE * 1 Gamr)
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[LneBputr

AJNre3uBHBIN WIN SKCCYJaTUBHBIN,
MOJTBEP>KJACHHBIA ayCKYJIbTATUBHO WIIH
PEHTI€HOJIOTUYECKH

[TaeBMOHUT

EI[I/IHI/I‘IHBIG HUIIN MHOKCCTBCHHBIC
3aTCMHCHUS Ha PCHTICHOI'paMMC,
OoTpakarommec aKTUBHOCTDb 3a001€BaHM
" HC CBA3AaHHBIC C I/IH(I)GKHI/IGI\(JI

[Iporpeccupyroias oabIIKa

8. IlcuxoneBponornueckre mposiBICHU (JH00bIe U3 CIeIyomuX * 2 0ana)

["onoBHas 607B/MUTPEHB

HenaBHo pa3BuBIIasACs, CTOMKas WIH
MIEPCUCTUPYIOLIAs,
MAJIOYYBCTBUTENbHAS K AHATIBIETUKAM,
HO YyBCTBUTEJIbHAS K
TJIFOKOKOPTUKOCTEPOUIaM

ONUNPUCTYTIBI Masbie unm 60bIIKe PUTIATKUA U
XOPEOKMHETUYECKUN CUHIIPOM, HE
SBIISIOIIUECS CJIEICTBUEM MOOOYHOTO
JEHUCTBHUS JIEKAPCTB U META0OINYECKUX
HapylIeHU!

NucynbT -

OHuedanonatus CHuxeHue mamMsTi, OPUECHTALNH,
BOCIIPUSATHS, CHIOCOOHOCTH K CUETY

[Tcuxo3bl [Ipu oTCyTCTBHUM NEMUCTBUS JIEKAPCTB

9a. [loueunble nposiBieHUs (JHOObIE U3 MEpEUUCIeHHbIX HIbke * 0,5 Oarna)

[IpoTennypus

Cyrounas npoteunypus 6osee 0,5 r/cyT

MoueBoi 0caJIoK

OpuUTpouuTypHs, TWIMHAPYPUS

I'emarypus

Makpockonuyeckas Win
MHKPOCKOTIMYECKAs

IToBeIlIEHNE YPOBHS KpeaTUHHHA
WJIM CHWKEHHE KIMpEHCca
KpEeaTHHUHA

90. Pa3BuTue noueyHsIX nposBieHui (* 2 6aia, eciu J000i u3

BBIIMICTICPCYUCIICHHBIX IIPU3HAKOB ITIOPAKCHUA ITIOYCK BBIABJIAIOT BHOBb WJIN

HAOJI0JAIOT YXY/IICHUE [0 CPAaBHEHUIO C MOCIEIHUM HaOII0ICHUEM )

10. 'emaronorudyeckue mpu3Haky (Jr00bIE U3 IEPEUNCIECHHBIX HUKE * 1 6arm)
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Heremonutruueckast anemust KyMOc-HeratuBHasi TMIIOXpOMHAs WU
HOPMOXpOMHas anemusi 0e3

PETUKYJIOIUTO3a

I'emonuTHyeckass aHeMus KymMmOc-1no3uTuBHasi TeMOJIUTHYECKAS
aHEMHUSI C PETUKYJIOLIMTO30M

Jlelikonenus Menee 3500, nian numdonenus MeHee
1500 B MK

TpombouuTONIEHUS Menee 100 000 B MK

11. Cxopocts ocenanus sputporuton (COI)

> 25 MM/4 IpU OTCYTCTBUU JAPYTUX MPUUHH

12a. 'unokoMIuieMeHTeMus (J1r00bIe U3 MIEPEUUCIICHHBIX HIDKE * 1 0as)

C3 Panuansuas nuddysus umum
HedemomeTpus
CH50 CraHgapTHBIA T€MOJIUTUIECKUN METOT

126. PaBBI/IBaIOHIaHCH THITIOKOMIIIICMCHTCMMSI

(

1 Gann npu 3HAaYUTEILHOM CHI)KEHUU ypoBHS KoMruiemeHTa (C4) no
CPABHEHUIO € MOCIIETHUM HAOIIOACHUEM

duHaNBHBINA CUET

Ecau MUO3UT, NCUXOHEBPOJOTMYECKUE M TOYEYHBIE CHUMITOMBI —
CIMHCTBEHHBIC MPOSIBICHUS cpeau MyHKToB 1-10, ciemyer mo6aBuTh 2 Oana.
Ecnu cymmaphbiil 0anin — He 1e10€ YUCI0, TO OKPYIVIMTh 10 MEHBIIETO YHciia
pu 3HauYeHUU < 6 U 10 OOJIBIIETO YKCIa MPU 3HAYEHUW > 6. Ecnu cymmapHbIi
6amn > 10, okpyrnute g0 10. Untepmperarus: 0-5 OannoB — MUHUMAaIbHAs
CTEMEeHb aKTUBHOCTU;, 6—9 OaioB — cpedHsisa cTeneHb akTuBHOCTH; 10 U Oosee

0aJIJIOB — BBICOKAS CTCIIEHh AKTUBHOCTH.

Ilpumeuanue. OueHKa aKTUBHOCTH CHUCTEMHON KpAacCHOW BOJIYAHKH 11O
mkane ECLAM mnpumensiercs st KOHTpoJist 3(PQPEKTUBHOCTH MPOBOJUMOMN
TEepaIuu.

OneHka aKkTUBHOCTU CHCTEMHOW KpPACHOW BOJMYAHKU 10 KIMHHUYECKUM

IMPOABJICHUAM
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CreneHb aKTUBHOCTH

Kaunnyeckue MPpOABJICHUA

Bricokas aktuBHOCTS (111

CTEIICHbD )

* Bricokas nuxopajka

* BripaxkeHHbIE U3MEHEHUS CO
CTOPOHBI BHYTPEHHUX OPTraHoB (HEGPUT
C He(DpOTUYECKUM CHUHPOMOM,

SHIAOMHOKAPIUT,
AKCCYAATUBHBIN MEpUKapIUT U/UITU
IJIEBPUT); TSKETIOE MOpakKeHHUE
LEHTPAJIIbHOM HEPBHOM

CUCTEMBI, KOXKH (JepMaTuT),
OTIOPHO-ABUTATEILHOIO arnmnapara
(OCTpBIi MOTUAPTPUT W/WITH
MTOJIMMHUO3HUT)

* CKOpOCTh OCETaHus
sputpouutoB (COD) 6onee 45 Mm/g

* AHTHHYKJIEApHBII (aKkTop
(AH®) u anturena k IHK — B
BBICOKOM THTPE

* 3HAYUTEIIBHOE CHUKEHUE
00111ei TeMOJTUTUYECKON aKTUBHOCTH
KOMILIEMEHTAa 1 €ro KOMIIOHEHTOB C3,
C4

* «BomyaHOYHBIN KpU3»:
byHKIHMOHATBHAS HEAOCTATOYHOCTD
Kakoro-im0o oprana Ha (poHe
Ype3MEpPHO

BBICOKON aKTUBHOCTH
MaToJOTUYECKOTO IpoIiecca

YmMmepennas aktuBHOCTH (11

CTETICHB )

Jluxopaaka oObIYHO
cyodedprbpHas

* [TonmapTpanruu uinu
MOJIUAPTPUT

* Jlepmatur

* YMEpEHHas peakuus co
CTOPOHBI CEPO3HBIX 000JI0UEK

* Hedput 6e3 HeppoTruyeckoro
CUHJIpOMa U HapYIICHHS TOYEUHbBIX

byHKIMA
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* COD noBekIlIEHA B TIpeaeiax
2545 mm/4

* AH®, antutena k JIHK,
HUPKYJIUPYIOLIME UMMYHHBIE
KOMILIEKCHl — B YMEPEHHOM THUTPE

Huzkas aktuBHOCTS (1  O0111€€ COCTOSIHUE TALUEHTA
CTEIICHbD ) O0OBIYHO HE HAPYIIIEHO

« JlabopaTopHbIe moKa3aTenu
U3MEHEHBI MaJlo

* [Ipu3Haku mopaxeHUsI
BHYTPEHHHUX OPTaHOB OTPEICIISIOTCS
TOJIBKO MPY KOMITJIEKCHOM
WHCTPYMEHTAJTLHOM

o0ce0BaHUH

* Hesipkue nposiBrenus
KOXXHOTO M CYCTaBHOT'O CHUHJIPOMOB

Pemuccus * OTCcyTCTBHE y MAllUEHTa
KJIIMHWYECKHUX U JTA0OPATOPHBIX

IMPU3HAKOB aKTHBHOCTH ITPOLCCCa

Jns ITUCKOMAKOW KpPacHOM BOJIYAHKHA XapaKTEPHBI TPU KapAWHAIBHBIX
MPU3HAKa: SpUTEMa, TUIEPKEPATO3 (LIETYIIEHUE KOXKH), aTpodusl.

1. OOmwuit aHaIM3 MOYH

2. buoxumudeckui aHaIu3 KpOBHU: TUNEPIIPOTEUHEMUS u
JUCIPOTEUHEMHS, TJIaBHBIM 00pa3oM 3a cueT rumneprammarioOyinuHemuu. B o-
rJI00YJMHOBOM (ppaklMyd HAaXOAWUTCS BOJYAHOUHBINM (DaKTOp, OTBETCTBEHHBIN 3a
oOpa3zoBanue LE-knetok, u jpyrue aHTHUKyKJIeapHbie (GakTopbl. BbIpaskeHbl
OMOXMMHMYECKHUE TPU3HAKU BOCIMAJICHUS: MOBBILICHO COACPKAHHE CHAJIOBBIX
KUCIIOT, (QuOpUHA, CEepOMyKOHIa, TranTorioouHa mnossisercs C-peakTUBHBIN
IIPOTEHUH.

3. AIMMyHOJIOTMUECKHE HCCIIEOBAaHUSI KPOBU: KPUONPEUUIIUTHUHBI,
antutena k JHK, antunykineapusiii ¢akrop (AH®). Anturena k JHK
OTIPEJICIISIIOTCSA PeaKIMell MacCUBHOW TEeMAarrIOTHHAIIMH, B KOTOPOW OapaHbH
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sputpountsl Harpyxeusl JIHK, a Takxe MeToqoM paiuOMMMYHHOTO CBS3bIBaHUSA
meuenHoit no Woay HIAHK u ummynodmoopecuenmuu. ¥ 30-40% OonbHBIX
OTIPENENSIOTCA aHTUTeNa K aHTureHy Cmuta (pa3HOBUIHOCTh AHTUHYKJIEAPHBIX
anturen). AH® ssnsercs IgG, HamnpaBlieHHBIM IPOTHUB fAJIep KJIETOK OOJILHOTO,
OTpeeNsieTCs] UMMYHO(MIIOOPECIICHTHBIM METOJIOM. B KadecTBe aHTUTE€HHOTO
Matepuana OepyT cpe3bl KpBICUHOM TIe4eHH, Ooratodl siapaMH, Ha KOTOpbIE
HACJIaWBAIOT CHIBOPOTKY OOJILHOTO U MEUEHBbIE ()IFOOPECHUHOM aHTHUTIOOYIUHBI.
Jns CKB nHaubosnee xapakTepHo mepudepudeckoe, KpaeBoe CBEUCHHUE,
oOycnoBienHoe HanuureM antuten K JJHK, u Boicokuit Tutp 3T0# peakimu, 6omee
1:1000. [lenecoobpa3no uccienoBanue komrmieMeHTta CHsyp U ero KOMIOHEHTOB,
CHI)KEHHE KOTOPBIX KOppEIUpyeT C aKTHUBHOCTHIO JIromyc-Hedputa. Hepeako
MMEET MECTO CHIDKEHUE KOJMYeCcTBa M (PYHKIMOHAJIBHOW aKTUBHOCTH T-
auMporuToB, B TOM uucie T-cympeccopoB, W THUNEpPYHKIIMOHHpOBaHUE B-
JUM(OIUTOB, TUNIEP- U JUCUMMYHOTJIOOYIMHEMUS (YBEIMYEHUE COJIEp>KaHUS B
kpoBu IgG, IgM). C nmomomipio crnenuaibHbIX METOAOB BBIABIIAIOT aHTHUTENA K
aeiikonuTaM (TpanynonuraM, B-kietkam, T-kietkam), TpoMOOIIATaM.

4. CeposlorH4ecKUe MCCIEIOBaHUS KPOBU - BO3MOXKHA IOJIOXKUTEIbHAS
peakuus Baccepmana.

5. HccnenoBanne OMOIICUITHOTO Marepuaia MOYEK, KOXH,
TuM@aTUYECKUX Yy3J0B, CHHOBUU BBISBIISIET XapaKTEPHbIC THCTOJIOTMYECKUE
W3MEHEHHS: TIATOJIOTHIO SJIep, BOJYAHOUHBINA TIIOMEPYJIOHE(PPUT, BACKYJIHTHI,
J€30pTraHn3alui0  COCAUHUTEIBHOM  TKAaHHW, IIOJIOKUTEIBHBIE  PE3YyJIbTAThI
UMMYHO(IJIFOOPECIICHITUH.

6. JlocTtaTo4HO 4acTO B CHIBOPOTKE KPOBU OOJILHBIX CUCTEMHOM KPacHOM
BOJTYaHKOW OOHAPY>KUBAIOTCS:

1. anrturena k paxropam cBepthiBanus VIII, IX u XII (moBbImaroT puck
KPOBOTEUCHUI U BBI3BIBAIOT TPOMOOIIUTOIIEHHUIO);

2. aHTUTEA K dbocdhonmunuaam (3a7epKUBAIOT BBIIECJICHUE
MPOCTALMKJIMHA W3 DHJOTENHS, YTO TIOBBIIIAET arperamuio TPOMOOIMTOB U

npeapacmoaraet Kk Tpom003am).
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7. HUccrnenoBanue CHUHHOMO3TOBOM JKMAKOCTH (IIpU  MOpaXEHUU
HEPBHOW CHCTEMBbl): TMOBBIMICHUE cojiepkaHus Oenka (0.5-1 /i), mieonuros,
MOBBIIIICHUE JIaBJICHUS, CHI)XEHUE COJIEPKAHUS TIJIIOKO3bl, YBEJIMYECHUE YPOBHS
IgG (xoHueHTpanus ero Beilie 6 T/11 Bcerga ykasbiBaeT Ha nopaxenue [IHC npu
CHUCTEMHOM KpacHOM BOTYAHKE).

8. KommbroTepHass Tomorpadusi TOJOBHOTO MO3Tra: MPU TMOPAKCHHUH
HEPBHOM CHCTEMBbI BBISBISIIOTCS HEOOJBIINE 30HBI MH(MApKTa WU TeMOpparuud B
TOJIOBHOM MO3Te€, pacmiupeHue 00po3, nepedpanbHas atpodus yepes 5.5 ner or
Hayajga CHUCTEMHOM KpacHOW BOJYAHKH, KUCThl TOJIOBHOTO MO3ra, paclIupeHue
MOJMAYTUHHBIX MPOCTPAHCTB, KEITYJOUKOB U 0a3aJIbHBIX IIUCTEPH.

9. Pentrenorpadus CyCTaBOB: sanudU3apHBINA OCTEOI0PO3
MPEUMYIIECTBEHHO B CYyCTaBaX KHUCTE€H, peXe - B 3aMSICTHO-ISICTHBIX H
Jy4e3arsiCTHBIX CyCTaBaX, HCTOHUYEHHE CYOXOHJpalbHBIX IUIACTUHOK, MEJKHE
y3yphl CYyCTaBHBIX KocTel (Juib B 1-5% ciydaeB) ¢ MOJBbIBUXaMHU.

10. buorncust cHHOBaJIbHOM 00O0JIOUKH: OCTPBIM WM MTOJAOCTPBIA CHHOBUT C
«OeHOW» KJIETOYHOM peakiued, 3HAUYUTENIbHOW SAJIEpHOM MaTOJIOTHEH U
OoOHapy>KeHHEM reMaTOKCUIIMHOBBIX TEJell.

11. UccnenoBaHue CHHOBAJIBHOM JKHUJKOCTH: JKHJIKOCTh ITpO3padvHasi,

BSA3Kasl, C HEOOJIBILIMM YHCIIOM JIEHKOLMTOB U MpeodialaHueM MOHOHYKJICAPHBIX

KJIETOK.

HccnenoBanusi, NpoBOAUMbIE B LEJIIX YCTAHOBJICHHS AUATHO3A:

* ompelejieHHE AHTHHYKJIEAPHOTO (pakTopa;

* omnpeaejieHHE AHTUTE] K SM-AHTUTEHY

* mpoBeaenue peakuuu Kymoca;

* omnpeaejeHue aHTuTe ] K ApycnupaabHon JHK;

* npoBeaeHHUE TeCcTa Ha BbIsIBJICHHE BOJIYAHOYHOI'0
AHTHKOATYJISIHTA;

* AxdTuxkapauounu IgG;

o KOMIIJIEMEHT IIPOTENHOB,
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* IpoBeAcHHUE peakuuu Baccepmana;

* OMNpeAeICHHEe AHTUHEUTPOPWIHHBIX ITUTOINIA3MATHYECKUX AHTUTET
SLc70 u anTUTEN K pUOOHYKIICONPOTEUHY;

*  OMNpEACNICHHE CKOPOCTH KITYOOUKOBOM (PHITBTPAIINN TTOYCK;

« omnpeaenenue anturen Kk PHK-nomumepaze (Ro-antureny) u
npotenny, Bxosmemy B coctraB PHK (La-antureny);

JuddepeHimanpaas IMarHOCTUKA

CucteMHyl0 KpacHyl BOJYaHKY JuddepeHuupyoT ¢ APYyrUMH
mudPy3HBIME OOJIC3HSIMHU COCIUHUTEIHHOW TKAaHMU, a TAKKE C PEBMOKAPIUTOM,
3aTSDKHBIM ~ CENTHYECKUM  DHIOKApJAWTOM,  PEBMATOMIHBIM  apTPUTOM,
remMo0JjacTo3aMu, JIeKapcTBeHHOW  Oone3nbto. [lpu  nuddepennmanbHom
JTUAarHOCTUKE CHCTEMHOW KpacHOW BOJYAHKH W PEBMOKApAWTA YUYWUTHIBAIOT
Hajau4ue y OOJIbHBIX  CHUCTEMHOM  KpacHOM  BOJYAHKOM  JICHKOIEHUH,
TPOMOOIIUTONIEHNH, OTCYTCTBUE Y HUX MPECUCTOJIMYECKOTO IIyMa, HU3KUE TUTPHI
MIPOTUBOCTPENTOKOKKOBBIX ~QHTHUTEN, COYETAHWE KapAWaJbHOW TIAaTOJOTHU C
mumbanenonatueii, nporeunypuei. [lpu guddepenumansHoM auarHose ¢
3aTSDKHBIM ~ CETITUYECKHM  DHJIOKAPIUTOM OPHUEHTUPYIOTCS HA  PE3yJIbTaThl
OAKTEPHOJOTUYECKOTO  HCCIEIOBAHUS KPOBH, YacTO aOPTAIbHBIA  TMOPOK

BCTPCUACTCA IIPHU CCIITUICCKOM SHAOKAPIUTC.

Omauuue XPOHUYEeCKO2o noauapmpuma npu cCucmemHou KpaCHOIJ

goiuanke om pesmamouonozo apmpuma (M. M. Heanosa, 1994)

CucremHasi KpacHast .
[Ipusnaku PesmaTouaHbIil apTPUT
BOJIYAHKA
XapakTep NopaKeHus M . I .
UTPUPYIOLINN OTPECCUPYIOLIUN
CYCTABOB I'pupy porp Py
Y TpeHHSA
XapakrepHa Bripaxxena
CKOBaHHOCTb
[Ipexonasime
cru0arenbHbIe XapakTepHsl HexapakrepHsl
KOHTPAKTYpPbI
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Jepopmarius
MuHuManbHas, Mo3aHss 3HauUTENbHAS
CyCTaBOB
[IpenmyiecTBEHHOE
MexaHnu3M pa3BUTHUSA JlecTpyKUHs CyXOXKUIbHO-
. MOPa>KEHUE CBSI30YHOTO .
nedopmariuii CYyCTaBHBIX ITOBEPXHOCTEN
arrapara v MbIIIIT
Hapymenne ¢pynkuuu (HesHauntenbHoe 3HAUUTETBHOE
Dpo3un KocTen HexapakrepHsl TUNYHBI
AHKUIJI03bI HecBoncTBEHHBI XapaKkTepHBI
XPpOHUYECKUH
Mopdonoruueckas  |[logocTpblii CHHOBUT C TUNEPILIACTUYECKU I
KapTUHA SIIEPHOM MTaTOJIOTUEN CHUHOBHT C 00pa30BaHUEM
MaHHYCa
. OO6HapyxuBaeTcs ..
PeBmaTouIHBIN CTOMKMH, B BBICOKHX
HEIMOCTOSIHHO, B HU3KHUX o
dakTop o TuTpax y 80% O0JIbHBIX
TUTpax y 5-25% OonbHBIX
[TonoxuTtenbHbiil LE-
. Y 86% 00JIbHBIX Y 5-15% GonbHbBIX
KJIETOYHBIN TECT

B ominMune OT peBMAaTOMAHOrO apTpUTa CYCTaBHOM CHHAPOM IIpU
CUCTEMHOW KPacHOM BOJIYAHKE 4aCTO COYETAETCA C IOIMCEPO3UTOM, ITOPAKEHUEM
KOXM M HE SBJISETCS  OCHOBHBIM  CHUMIOTOMOM  3a0oisieBanus. [lpum
muddepeHIMaTbHOM JUarHo3e CUCTEMHOM KpacHOM BOJNYaHKHM M HEKOTOPBIX
reMo0JacTo30B (OCTpBIA JIEHKO3, MHEJIOMHasi 0o0Jie3Hb, JUMQOTrpaHyIeMaTo3)
CJIElyeT OCHOBBIBATHCSA HA JAHHBIX MOP(OJIOIMYECKOT0 MCCIIEOBAHUS KOCTHOTO
Mo3ra U auMdaTHUecKuX y3io0B. JlekapcTBeHHas 00Jie3Hb HEPEIKO HAallOMHHAET
CUCTEMHYIO KpPacHyI0 BOJ4aHKy. [IpaBHJIbBHOMY AMAarHo3y crnocoOCTBYET MHOTrIa
HaOJII0JIEHNE 3a TEYEHHEM 3a00JIeBaHUs, YacCTOE MOPaKEHHUE MOYEK M Haludue
6ompiioro konuyecta LE-kIeTok pu cuCTeMHON KpacHOM BOJTYAHKE.

HacrosarensHo pekomenayeTcs npu noao3peHuu Ha Hanuuue CKB y
NaIMeHTa UCKITIOYUTH 3a00J1€BaHMsl, KOTOPbIE MOTYT MPOTEKATh C MOX0XKEH
KJIMHUYECKON CUMIITOMATUKOM:

* CUCTEMHBIN FOBEHUJIbHBIA UIMONIATUYECKAN apTPUT;

* FOBEHWIbHBIN 1€PMATOMHUO3UT;

* OCTpasi peBMaTHYeCKas TMX0PaIKa;
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 oonesns llenneiina—I enoxa;

* IEPBUYHBIN aHTU(DHOCHOIUTTUAHBIN CHHIIPOM;

* Y3€JIKOBBIN MTOJIMAPTEPHUUT;

* MEKPOCKOITMYECKHH MOJTUAHTHHT;,

* CUCTEMHBIN CKJIEPO3 U JIp.;

* reMaToJIoruueckue 3a00yieBaHus (TeMOJIMTHYECKAs aHEMUS,
UUOMaTHIeCKask TPOMOOIMTONIEHUYECKAS ITypITypa);

* mumbonponrdepaTuBHbie 3a00aeBaHus (JIUMGOTpaHyIeMaTo3,
mumpoma);

 uadekuu (boppennos unu 6ose3ns Jlaiima);

* BUpycHbIe renatuthl B 1 C ¢ BHENIEYEHOUHBIMU TTPOSBICHUSIMU;

* TyOepKyJIEe3;

* cuuuc;

* HEPCUHUO3;

* BUPYC UMMYHOIC(PHUITITA YETIOBEKA;

* BOCTIAJIUTEJIbHBIC 3a00I€BaHNs KUIIIEUHUKA (SI3BEHHBIN KOJIUT C
CHUCTEMHBIMH MPOSIBICHUSAMHU, 00J1e3Hb KpoHa);

* 00JIe3HM MOYeK (TIoMepyIoHeppHUT U 11p.);

* UHQEKIIUOHHBIN SHTOKAPNT;

* JICKAPCTBEHHAS BOJTYaHKA U TTapaHEOIUIACTUICCKUN
BOJTYaHOYHOTIOOOHBIN CUHAPOM.

Jleuenue

Tepanusg  CHCTEMHOM  KpAacHOM  BOJYAHKM  BKIIIOYAET  KOMIUIEKC
MEpOTIPUATUNA, HANpPaBIECHHBIX HA TOJABJIEHHWE aKTHUBHOCTH Tpoliecca, 00pb0y C
OCITIO)KHCHHSIMHU, TIOBBIINIEHHEC WMMYHOOHOJOTHYECKAX CBOWCTB OpraHu3Ma.
CpenctBoM BbIOOpa IPH JICUCHUH OOJBHBIX CHUCTEMHOW KPAacHOW BOJIYAHKON B
HACTOSIIIIEE BpPEMS SBJSIOTCS TIIOKOKOPTUKOUIHBIE TOPMOHBI. AOCOIIOTHBIM
MOKa3aHUEM K HA3HAYCHUIO TIIFOKOKOPTHKOWJIOB SIBIITFOTCS OCTpasi, MOJA0CTpas U

000CTpEeHHE XPOHMYECKOW CHCTeMHOW KpacHOW BoidaHku. M3 Bcex mpemapaToB

62



OTHAIOT TMPEANOYTEHHE MPEAHU30JI0HY, BBI3BIBAIOIIEMY MEHbIIE MOOOYHBIX
s dexToB.

Jlo3a npenapara 3aBUCUT OT OCTPOTBI TEYEHHUS M AKTUBHOCTH IIPOLIECCa.

e bONBHBIM C OCTpPBIM H MOAOCTpPbIM TeueHueM Impu Il crenenun
aKTUBHOCTU Ha3Ha4aroT 40-60 Mr npegHU3010HA B CYTKH,

e npu Il crenenn aktuBHOCTH — 30-50 M.

[Tpu BBIOOpPE 03Bl CHEAYyET TaKKe PYKOBOACTBOBATHCS XapaKTEPOM
OpraHHbIX MNopaxkeHui. Ilpu axkTUBHOM NOJIMAPTPUTE HA3HAYAIOTCA MaJlble U
cpenHue 1036l npeann3oiona (20-30 Mr), npu NOpaXxeHUM LIEHTPAJIbHON HEPBHOMN
CUCTEMBI, HE()POTHUECKOM CHHAPOME HA3HAYAIOTCS BBICOKKE J03blI IPEAHU30IOHA
— 50-60 wmr. Ilocne momaBieHUM AKTUBHOCTH 03y IMOCTENEHHO CHUXKAIOT U
NepeXoAsT Ha MOJACPKUBAIOMIIYIO Tepanuio MaabiMu go3amu (10-20 mr). Jlozy
IIPEIHU30JI0HA CHUXKAKOT Ha 2-2,5 MI' B HEJAEN0, a B JajpHEHImeM Ha 2,5 Mr B
Mecan. CyniecTByeT MeETOJ NPUMEHEHMs YAAapHbIX 103 TIIFOKOKOPTUKOUIOB Y
OOJBHBIX CHCTEMHOM KpacHOW BoyyaHKOW (mysbc-tepanusi). Ilpu 3Tom BBOISAT
KaneynbHo B TeueHue 30-40 MUH NMpPEeAHU30JI0H WM 6-METUIIPEIHNU30J0H B J103€
800-1000 mr B cyTku B TeueHnue 3 nHel. B mocnemyromiem OOJBHBIM Ha3HAYAIOT
WM BO30OHOBJISIFOT MPUMEHEHUE TIIOKOKOPTUKOUIOB BHYTPh B n03e 40-60 Mr.
NmMmyHOAenpeccaHTbl WM IMTOCTATUKH MPUMEHSIIOT Yy OOJIbHBIX CHCTEMHOM
KpacHOM BOJMYaHKOM mnpu HedPPEeKTUBHOCTH WM Majaod 3(PPEeKTUBHOCTH
IPEIHU30JI0HA, a TaKKe MPU HEOOXOJUMOCTU MPOJOJKEHHsI Tepalmuu B Cilydae
OCJIO)KHEHMH, BbI3BaHHBIX TJIIOKOKOpTHKOMAaMmH. Haubonee 3ddexkTuBHbI
azatruonpudH u uukiodocdan. IIpousBogHble 4-aMUHOXMHOJIMHOBOTO psAla
(XJIOpOXMH, J1eiarui) MoKa3aHbl IpU XPOHUYECKOM TEUEHMH CHCTEMHOM KpacHOM
BOJIYaHKHU C MOPAXKEHUEM KOKU U CYCTaBOB. DTH IpenapaTbl MOTYT MPUMEHSIThHCS
B COYETAHUU C TIIIOKOKOPTUKOMIHBIMM TOPMOHAMM, YTO ITO3BOJISET YMEHBLIUTH
1103y TOPMOHOB. W3 Tpynnbel HECTEPOUAHBIX TPOTUBOBOCIATIUTEIBHBIX IPENAPATOB

Ipu CUCTEMHOM KpaCHOﬁ BOJYAaHKC IIPUMCHAIOT CaJIMOHIIATBbI, ITHUPA30JIOHOBBLIC
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mpenapartbl, UHAOMETAIIUH B OOBIYHBIX JTO3MPOBKAX. JTH MpeENapaThl YCUIHBAIOT
3¢ deKT rIoKOKOpTUKONA0B. [Ipu mopaxxeHnn novek, a Takxe npu Haaunuuu JIBC-
CUHApPOMa MPUMEHSAIOT AHTUKOAryJsHTHI (TemapuH), Mpenaparbl, YrHETAroIIue
arperauuro TPOMOOILIUTOB (KypaHTuUI, MIEPCOHTHH), YIIy4IIaIOIne
MUKPOLUPKYISIUIO  (PEOMOIUTIIOKUH, TpeHTall). B HeKoTophIX cliydasx,
PE3UCTEHTHBIX K MPOBOJAMMON Tepanuu, MOoKa3aHo MpOBEJeHUE IiazMadepesa —
yAaJIeHUs B OOIBIINX KOJIMYECTBAX TIa3Mbl OOJIbHBIX WU T€MOCOPOIIUH.

CoBepuieHcTBOBaHHE 3HaHUs HMMyHonatoreHe3a CKB mosnekno 3a
co0oif pa3pabOTKy W BHEAPEHHWE TMPHUHIMIHNAIGHO HOBOTO HAIpaBICHUS —
IPUMEHEHUE T€HHO—MHXEHEPHBIX OMOJOTMYECKUX IpenapaToB.  XOpOIIO
U3BECTHO, YTO (DyHJaMEHTaIbHOE 3HaUEHHUE MPU ayTOMMMYHHBIX 3a00J1€BaHUsAX, U
B nepByro odepenab npu CKB, umeror B—kneTku, OTBETCTBEHHBIE 3a CHHTE3
ayTOAQHTUTEI M TMPE3CHTUPOBAHUE AayTOAHTUTeHOB T—kierkam. Putykcumad
MpeacTaBisgeT co00M PEKOMOMHAHTHBIE XMMEPHBIE MOHOKIJIOHAJIbHBIC aHTHUTENA K
MOBEPXHOCTHBIM penentopam aumdponutoB — CD20. JleiicTBue puTykcumada
HAIPAaBJICHO Ha IOJABJICHUE AKTUBHOCTH B—KIJIETOK 3a CYET aHTUTEI0—3aBUCUMOMN
KJIETOYHON M KOMIUJIEMEHT—3aBUCUMOUN IIUTOTOKCUYHOCTH, UHTUOUIIMH KIECTOUHOU
nponudepanui U UHAYKIUU anonto3a B—mumdonuToB. OCHOBHOW MUIIEHBIO
puTyKCcuMaba SIBISIIOTCS  KJIETKU—TIPEAIIECTBEHHUKH, He3penble, 3penbie B—
JUM(OLUTHI, 32 UCKIIOYEHUEM TUIa3MAaTUYECKUX KJIETOK, HA MeMOpaHax KOTOPBIX
CD20 wne okcnpeccupyerca. IlokazanmeM K Ha3HA4YeHUIO IIpenapara B
MOJIABJISIIONIEM OOJIBIIMHCTBE CIIy4aeB SBWIOCH TsDKEJIOE TedeHHe 3a0oseBaHus,
pedpakTepHOe K CTaHAAPTHBIM MeToAaMm JiedeHuss KiuHuueckuit sddekt
pUTYyKCUMaba COIMPOBOXKIACTCS TMOJIOKUTEIBHOU TUHAMUKOW MOPQOIOTUUECKHUX
W3MEHEHUM B KIyOOYKax IO JaHHBIM MOBTOpHBIX Owomncuil. Hapsay c
MO/IABJICHUEM AaKTUBHOCTH BOJYAaHOYHOTO HedpuTa, OTMEYACThCA JCHCTBUE
puTykcuMaba Ha odKkcTpapeHanbHble TposiBieHus CKB (KoXHBIA CHHIpOM,
nopaxxenue HHC, aptpur).

berumymab (Belimumab, BENLYSTA, GlaxoSmithKline) — momHocThIO

YeJIOBEYECKHEe  PEKOMOWHAHTHBIE  MOHOKJIOHanbHbIe  aHTuTena  (IgGIA),
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npenoTBpamiatoT  B3auMmozeiicteue pBLyS ¢ KieToyHbIMM  penenTopamu
ayTOPEaKTUBHBIX «EPEXOAHBIX» (transitional) m HamBHBIX B-kierok [28, 29], uro
MIPUBOJIAT K [10JaBJIEHUIO XapaKTepPHOHU TS CKB B-knerounoi
TUIIEPPEAKTUBHOCTH, B YACTHOCTH CUHTEe3a ayroaHTuTen. Kpome Toro, Oiokana
BLyS Mo»xeT npuBOAUTh K CHUKEHUIO BBDKMBAEMOCTH B-KIETOK B POCTKOBBIX
HeHTpax JUMGOUAHBIX opraHoB, auddepeHunpoBke B-kieToxk namMATH B
ayTOAHTUTENO-TIPOAYLMPYIOIINE KIETKH MW CHHTE3Y <«IIPOBOCHAIUTEIBHBIX»
nurokuHoB (MJI21, WJI17 wu gap.), KOTOpble UIrpalOT BaXHYI pOJib B
ummyHonatoreHeze CKB. bennmymad — mepswiii ['UBII, xotopslii crenuaibHO
pa3zpadotan j1s geuenust CKB.

Pexomennanumii EBpornetickoit antupeBmatuueckoit auru (EULAR) mo
JICUEHHUIO CUCTEMHOU KpacHOU Boyanku — 2019

Jleuenne CKB: ocHOBoOMOMararonme NpuHIUIbI 1 PEKOMEHIALNH.

OcHoBoIOararoye MPUHIHIBI

« CKB - nonuopranHoe 3a0oJjieBaHHE, JUArHOCTUPYEMOE IO
KIMHUYECKUM T[pU3HAKaM TMpPHU HAJUYUU  XAPAKTEPHBIX  CEPOJIOTMYECKUX
HapyLIeHUN

» Jleuenue CKB TpeOyeT mOHMMaHUS MHOTOYHCICHHBIX AaCIEKTOB H
MPOSIBJIICHHM 3a00JI€BaHUs, TPUMEHEHUS MYJIbTHIUCIUILIMHAPHOTO MOIX0/1a

U JOJDKHO OCHOBBIBATBCSI HA COBMECTHOM pEIICHHHM MAllMeHTa U
nedarero(-ux) Bpava(-ei)

» Jleuenue CKB 3aBHCHUT OT KIMHUYECKUX IPOSIBIICHHM M aKTUBHOCTH
3a00/eBaHus, BKJIIOYAET MPUMEHEHHWE MHTEHCUBHON HMMYHOCYIPECCUBHOM
Tepamnuu, JUIMTEIBHOTO TEpHoJa ITWHAMUYECKOTO0 HAONIOACHHUS U KOPPEKIUIO
TepaIui C 1eJIbI0 MPEAYNPEKICHUS 000CTpEeHU (0COOCHHO TSHKEIBIX )

 Ilenm Tepanmuu — JOCTUKEHUE [JUIMTEIBHOM  BBDKUBAEMOCTH,
peaynpexIeHrne HeoOpaTUMBIX OPTaHHBIX MOBPEKICHUN U yIydIlIeHHe KauyecTBa
KU3HU

Pexomenpanuu VYposens cornacus (SD)

1. lenu neyeHus
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1.1. Jleuenue mpu CKB nomxHO OBITh HampaBi€HO Ha JOCTH)KEHUE
peMUCCHU WM  MUHUMAJIbHOM  aKTHMBHOCTH  3a0oneBanust (2b/B) wu
npeaoTBpainieHue odboctpenuit (2b/B). s moaneprkuBaroiieid Tepanuu ciaeayeT
UCIIOJIb30BaTh MUHUMAaIbHO BO3MOXkKHYIO0 103y ['K 10,0 (0)

1.2. O6octpenne CKB HeoOX0auMO JI€YUTh B 3aBUCUMOCTH OT CTEIEHU
TSOKECTH TIOpayKeHHs opraHa(-oB), mpu HeoOxoaumocTH 9,95 (0,22)

OCYILIECTBIISIETCA ~ KOppeKuusa  Tepanuu: yBenumdeHue J03bl 'K,
MMMYHOMOJIYJIUPYIOLIUX CPEACTB, «IEPEKII0YEHUE» C OJHOro Ipernapara Ha
Jpyro# v g00aBieHne HOBBIX MeTOAOB JeueHus (2b/C)

2. MeaukamenTo3Has tepanus CKB

2.1.TX

2.1.1. Ilpu orcyrctBum mnporuBomnokazanui ['X pexomeHayeTcs
Ha3HauaTh BceM mnanuentaMm (1b/A) B mo3e, He IpeBBIIAIONIEH 5 MI/KI B CYTKU
(3b/C) 9,65 (1,11)

2.1.2. OdrTanbMoJOTHYECKU OCMOTp (MCCIIEIOBaHUE TIOJIEH 3peHus
W/WJIK CTIEKTPaIbHO-ONTHYECKass KorepeHTHas Tomorpadust) 9,75 (0,70)

HEOOXOJMMO TPOBOJIUTH NPH HA3HAYCHHWH IIpemapara, CIycTs S5 JeT u
najnee exeroHo (2b/B)

22.TK

2.2.1. Jlo3er 'K m cmocoObl BBeIEeHHMS 3aBUCAT OT THUIIA M CTCICHU
nopaxkenus opranos (2b/C) 9,95 (0,22)

2.2.2. BuyrpuenHnoe BBegeHue MII (oObruno 250-1000 wmr/cyt B
TeueHue 1-3 nHei) obecrnieunBaeT ObICTPHIN TepaneBTuueckuii 3pdekt 9,85 (0,36)

U TIO3BOJISIET  HKCIIOJIb30BaTh OoJiee HHU3KYI HAuyaJbHYIO 103y
nepopansHoro I'K (3b/C)

2.2.3. Ilpn IOCTM>KEHHMH YIIYYIIECHHS, CHUKEHUM akTUBHOCTH 103y 'K
CJIEyeT YMEHBIIIUTD 710 7,5 MI/CyT (SKBUBAJICHT TIpeaHn30i0Ha) 9,65 (0,65)

unu MeHee (1b/B), Mo BO3MOXXHOCTH OTMEHUTh TOPMOHAJIbHYIO TEPAMTHIO

2.2.4. IlpuMeHeHWE HMMYHOCYIPECCUBHBIX MpenapaToB IMO3BOJIIET

OBICTPO YMEHBIIUTH 103y Wiau oTMeHuTh ['K (2b/B) 9,90 (0,30)
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2.3. UmmyHOCyTnIpeccuBHas Teparus

2.3.1. Ummynocynpeccantsl — MT (1b/B), A3A (2b/C) unmu MM® (2a/B)
— Ha3HAYaroT npu oTcyrcTBUU dPpdekra npumenenus I'X 9,85 (0,48)

(B Buze MoHOTepanuu win B couetanuu ¢ ['K) uiu npu HEBO3MOKHOCTH
ymeHbIuTh 103y ['K 10 noanepxuBaromen

2.3.2. VIMmmyHOCynpecCUBHBIE TpenapaThl JOHKHBI ObITh BKIIOYEHBI B
TEpanuio NP MOPAKEHUH )KIU3HEHHO BaXHBIX opraHoB (2b/C) 9,85 (0,48)

2.3.3. II® wmoxHO wucnoib3oBarh Ipu TskenoM Teuenuun CKB ¢
MOpaKEHWEM BHYTPEHHHX OPTaHOB W MPHU OTCYTCTBUU 3P (DeKTa OT MPUMECHECHHS
npyrux uMmmyHocymnpeccantoB (2b/C) 9,90 (0,30)

2.4. TUBII

2.4.1. ITpu otrcyrcTtBuu > dekra oT cTaHaapTHON Tepanuu (KoMOUHAIUs
I'X u 'K ¢ ummyHOCympeccanTamu win 6e3 Hux) 9,20 (0,81)

W/WIUM  TIpU  YacThIX 00O0CTpeHUsix 3a00JieBaHUS, HEBO3MOXKHOCTHU
ymenbieHus A03bl ['K cinexyer ucnonb3oBats bJIM (1a/ A)

2.4.2. IlanmentaMm ¢ pedpakTepHbIM K Teparuyd MOPaKEHUEM >KHU3HEHHO
Ba)KHBIX OPraHOB U IPH yrpoxkaroumx coctostHusax 9,85 (0,48)

WIM TPU HENEPEHOCUMOCTH/TIPOTUBOIMOKA3AHUSAX K  CTaHIAApTHBIM
UMMYHOCYIIpeccanTaM nokaszano npumenenue PTM (2b/C)

3. Knuanueckue nposBieHus

3.1. KoxHble

3.1.1. Jleuenme xoxHbIXx mnposiBaeHurd CKB Bxmrouaer mecTHbIE
npenapatsl (I'K, uarnburops! kansuuaeBpuna) (2b/B), 10,0 (0)

npotuBoMassipuiinbie cpeactsa (I'X, xjaopoxun) (1a/A) u/vnu cucteMHbie
'K (4/C)

3.1.2. [TaneHnTaM, pe3UCTEHTHBIM K TEpAlUMU KOKHBIX MPOSBICHUN WU
Py HEOOXOTUMOCTH MpUMeHeHwUsI BhICOKOH 70361 ['K 9,85 (0,48)

noka3ano HazHauenue MT (3a/B), petunounos (4/C), nancona (4/C) unu
MM® (4/C)

3.2. Heliponicuxuueckue
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3.2.1. Ins mOATBEPKACHUSI HEUPONICUXUYECKUX MPOSIBICHUH, CBA3AHHBIX
¢ CKB, pekomeH10BaHO TPOBEAEHUE HelipoBU3yanu3anuu, 9,65 (0,85)

UCCJIEIOBAHUSI CIIMHHOMO3TOBOM JKHMJIKOCTH; CJIEYET TaK)Ke YUYUTHIBATh
BpEMs TIOSIBJICHUSI CUMIITOMOB, CBSI3b C JAPYTHMMHU KIMHUYECKUMH TMPOSBICHUSIMU
CKB, Bo3pact, nozutuBHOCTh 1o adJl (2b/C). Cneayer HCKIIOYUTH Apyrue
MPUYUHBI HEHPOIICUXUYECKUX HApYIICHUN

3.2.2. JleyeHne NCUXOHEBPOJIOTMYECKUX MPOSBICHHM, OOYCIOBIEHHBIX
BocrnasienneM, BkimodaeT I’ K/ummyHnocynpeccantsl (1b/A); 9,85 (0,48)

Opu  HapyuleHHWsX, CBA3aHHBIX ¢  areporpombo3om/adJl, —
aHTUarperaHTbl/aHTUKOAryJISIHTHI (2b/C)

3.3. 'emaTosiornyeckue

3.3.1. Jleuenue TpoOMOOLIMTONEHUHU BKJIIOYAET NPUMEHEHHUE BBICOKUX 103
'K (8/B BBeaenue MII) (4/C) u/unu BuytpuBersoro IgG (4/C) 9,95 (0,22)

3.3.2. TlogaepkuBaromiasi Tepamusi TeMaTOJIOTMYECKUX HapylIeHUN
BkimouaeT MM® (2b/C), A3A (2b/C) unu LIC (4/C) 9,75 (0,62)

3.3.3. [laumentam ¢ pedpakTepHBIMU K CTaHAAPTHON Tepamnuu
reMaToJOTUYECKUMU TpOsiBIICHUsIMU mokazaHo JjedeHue PTM (3a/C) wmm D
(4/C) 9,65 (0,73)

3.4. [loueunsie

3.4.1. lng ynydumieHus pe3yibTaToB jedeHus BH Oosnbiioe 3HaueHue
UMEIOT paHHssS JUArHOCTUKA U TPOBENCHHE TUArHOCTUYECKON OMOICHUU TIOYKH
(2b/B) 9,95 (0,22)

342. B HauvaneHbli (MHOYKUMOHHBIM) mnepuon Tepanuu BH
pexoMenoBaHo npuMenenne MM® (1a/A) unu B/B BBenenus 9,85 (0,36)

Manbix 103 [Id (2a/B), yuuThiBas ONTHUMalbHOE COOTHOIICHUE
3¢ (HEKTUBHOCTH/TOKCUYHOCTH 3TUX TPETIapaToB

3.4.3. TlauweHTaM C BBICOKMM PHUCKOM IIOYEYHOW HEAOCTATOUYHOCTHU

(camkenne CK®, rucromorndyeckue uamenenus — 9,45 (0,80)
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¢ubpo3Hbie MOTYAyHUA, (PUOPHUHOMAHBIA HEKpPO3, aTpodus KaHAJIbIICB
WIM WHTEPCTUIMATBHBIN (PrOp03) MOKa3aHbl aHAJIOTHMYHBIE CXEeMbl Tepamud (II.
3.4.2), a Takxe ucIoiab3oBaHue BbICOKUX 7103 LID (1b/A)

3.44. Jlna mopnepxkuBaromiet tepanuu BH HeoOXomuMo mnNpuMEHSITH
MMO®O (1a/A) unu A3A (1a/A) 9,75 (0,62)

3.4.5. [lpu crabunuzanuu/ynydimeHu (yHKIUU MOYEK, HO HEMOJHOM
OTBETE Ha Tepamnuto (mepcuctupyromas nporennypus >0,8—1 r/cyt 9,85 (0,48)

cnycts 12 Mec mpuMeHeHHUs] UMMYHOCYIIPECCAHTOB) MTOKa3aHa MOBTOPHAs
OuonCcHs ¢ onpeeIeHreM IpeodIagaroIIero mpouecca

(aKTUBHOT'O MJIM XPOHUYECKOTO) TTopaxkeHus movek (4/C)

3.4.6. MoOXHO NpPUMEHUTh KOMOWHHpOBaHHYIO Tepanmuio MMO c
MHTMOUTOpaMHU KaJIbLIMHEBPHHA B HU3KOM J03€ B ciydae Tspkenoro 9,50 (0,81)
HedpoTtuueckoro cunypoma (2b/C) unu HenosHoro oreta Ha jeuenue BH (4/C),
B OTCYTCTBHE HEKOHTPOJHUPYEMOU TUIIEPTEH3HUH, BHICOKOTO MHIEKCA XPOHU3ALUU
u/unu cakeHuss CKO

4. KoMopOUIHOCTh

4.1. A®C

4.1.1. Bcem mnanueHTaM HEOOXOIUMO TPOBOJUTH HCCJICIOBAHHE Ha
Hajguuue adJI (1a/A) 10,0 (0)

4.1.2. bonbable CKB, wumeromme npoduibs adJI BbicOKOro pucka
TpoMmO030B (mepcuctupyromuii tutp adJl cpemnero/Beicokoro yposHs), 9,45
(0,80) mpu MCKIIOYEHUH pUCKA KPOBOTEUEHHH JTOJKHBI MOJYy4aTh aHTUATPETAHThI
(2a/C), 0coOEHHO TP HATMYUU aTEPOCKIEPOTUYECKUX/TpoMbopunnyeckux OP

4.1.3. Jlna BTOpu4HOM NpOGUIAKTUKH (TPOMOO3bI, OCIOKHEHHUE/TIOTEPs
OepeMEHHOCTH ) TepaneBTUUECKU Moaxo1 1oJKeH ObITh 10,0 (0)

TakuM ke, kKak u npu nepsuaaom ADC (1b/B)

4.2. UadekmmonHbie 3a0071¢BaHU

4.2.1. Y nmauuentoB ¢ CKB cnemyer oleHHBaTh Hajauyue OOIIMX H

CBsi3aHHBIX C Oosie3Hbto PP wmHbexkuuit (moxwnoi Bospact/ciaabocts (-/D),
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caxapHblii muaber (-/D), mopaxenue nouek (2b/B), mpueM UMMyHOCYITPECCUBHOM/
ounonoruueckoi Tepanuu (1b-2b/B-C) u ncnonszosanune 'K (1a/A) 9,85 (0,65)

4.2.2. TMammentam ¢ CKB pekomeHaytoTcs o0imue mpoduiiakTH4ecKue
Mephl (BKIIOYAass WMMYHHU3AIMIO), paHHEE BBISIBICHUE W JICUCHHE WHOEKIn/
cencuca (-/D) 9,90 (0,44)

4.3. Cepie4HO-COCYAUCTHIC 3a00JICBAaHUS

4.3.1. [MTauuentam ¢ CKB HeoOX0AMMO pEryysipHO MPOBOAHMTH OLEHKY
kapauoBackyisipubix  @P  (1b/B-C) u  dakropoB, 00YyCIOBIEHHBIX CaMUM
3a0oeBaHMEM, TaKuX Kak akTUBHOCTH (1b/B) m mmurensHOCTH Oo0ne3nu (1b/A),
cpeanue/Boicokre TUTpel adJl (1b/A), mopaxkenue mouek (1b/B) (ocobGenHo
nepcuctupytomas nporeunypus uw/uan CK® <60 mu/muH), ucnons3oBanue ['K
(1b/B) 9,85 (0,65)

4.3.2. C yuerom unauBuayaibHoro npoduiass KBP manuentam ¢ CKB
HE00XO0MMO MTPOBOJIUTH MpodritakTudeckue meponpusarus 9,85 (0,48)

[0 €ro CHMKEHHUIO COTJIACHO PEKOMEHJAUUsM Ui OOIlIel MOIMMyJsIuH,
BKJIIOYAas NPUMEHEHHE acnupuHa B  HM3KUX Jo3ax (2b/D)  w/umm
TUTIOIUIUAEMUYECKuX cpeacts (2b/D)

[Ipumeuanne. I'X — ruapokcuxiopoxus, MII — metunnpenauzonon, MT
— metotpekcar, A3A — azatuonpud, MM® — muxodenonara moderwmi, D —
uukiopochamu, 'MBII — reHHO-UH)KEHEpHBIE OHOJOrHYeckue npenaparsl, bJIM
— 6enmumymad, PTM — purykcumad, ADC — antudochonunuansiii cuaapom, adJl
— antudochomunuansie anturena, [{C — mukinocnopun, BH — BosuaHo4HBII
He(pput, CK® — ckopocts kirydoukoBoi puibrpanuu, @P — dpaxtops! prucka, KBP
— KapJMOBACKYJISIPHBIN PUCK, B/B — BHYTPUBEHHBIM.

CaHaTopHO-KYpPOPTHOE JIeueHHE OOJIbHBIM HE MOKa3aHO. bOJIbHBIM HY>KHO
n30eraTh HMHCOJSINW, TEPEOXJIAKICHUS, BBEJACHUS PA3JIMYHBIX BAaKIUH U
CBIBOPOTOK, (PU3MOTEPANEBTUUECCKUX MpPOIeayp. BoJbHBIE CHCTEMHON KpacHOU
BOJTYAHKOMW JIOJHKHBI HAXOJUTHCS MO/ TOCTOSIHHBIM JUCIIAHCEPHBIM HAOJI0ICHUEM.
[IporHo3 mpu CHCTEMHON KpacHOH BOJYAaHKE, OCOOCHHO IIPH OCTPOM TEUYCHUH,

HeOmaronpusTHIA. [IpM COBpEMEHHBIX METOJaX JEYEeHHsS] CUCTEMHOM KpacHOM
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BOJYAaHKH 3HAYUTCJIBbHO YBCIMYUBACTCA MMPOJOJDKUTCIBHOCTD JKU3HU OO0JILHBIX (I[O

10 u Gounee Jer).

Jleuenue B ciiyyae Kpu3McoB

1. AyTOMMMYHHBIH KPHU3

1. 'KC B BBICOKHMX 103aX, B TOM YHCJIE€ U MIyJIbCTEPAIIUSL.

2. a) KOMOMHMpOBaHHAas MYJbC-TEPANUS METHINPEIHUIOIOHOM U
nukinodochamunom (B 1-1 nenr B / B 1000 mr metunmpennuzonona u 1000 mr
nukiodochamusa, B mocieayromue 2 cytok mo 1000 Mr MeTuanpeIHu30JI0Ha)

0) komOuHanusa ['KC B BbICOKHX A03aX ¢ IUKIOCHOpUHOM A (5 mr / xr /
CYT B T€U€HUE 6 HEIENb).

3. [lnazmodepes.

2.1lepeOpajibHblil KPHU3

1. KomOuHupoBaHHasi  MyJbC-T€paNus  METUJIIPEIHU30JIOHOM U
nukiaodochamuiom.

2. luknodochamun B/ B 2 T 1 pa3 B Hellelo B TeUeHHUE 4 HENIEIb, 3aTEM -
200 mr 1 pa3 B Hememo B TeueHue 2-2,5 Jer.

3. [Ina3zmodepes.

3.I'emaTrosiornyeckuii Kpus

1. I'KC B BBICOKHX J103aX, B TOM YHUCJIE U MTyJbC-TEPAIIHUS.

2. KomOunanust I'KC B BeICOKHX J103aX ¢ ITUKJIOCTIOPpHHOM A (5 Mr / Kr /
CyT B T€UeHUE 6 HEJEINb).

3. UMmmyHornoOynuH B / B 0,4 T/ Kr Macchl Tejla B TeUeHUE 5 JTHEH.

Ipoduaakruka. I[lepBuunas mnpoduIakTUKa KpacHOW BOJYAHKH,

JOJDKHA TIPOBOJAMTHCA B OTHOIIEHWH POJCTBEHHUKOB [ cTemeHn pojacTBa,
COCTaBJISIFOIINX TPYMITy pucka, ocooenHo nMmerommux anturedisl HLA: Al, A3, BS,
B15, B35. JlucnancepHoe HaOJIOACHHME YCTAaHABIMBAETCA 3a TOMO3UTOTHBIMHU
OnM3HEllaMH, y KOTOPBIX HMEIOTCS JApPYrHMe peBMaTHUYECKUE 3a00JIeBaHus,
NOBBIIICHHAs] YYBCTBUTENBHOCTh. JIWIlaM U3 Tpymmbl puUcCKa MO BO3MOXKHOCTU

ClelyeT OTKa3aTbCi OT AaHTUOMOTHKOB, CyJIb()AHWIAMHUIIOB, HMMYHHBIX
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penapaTos, u3berarb MHCOJISIUH, OXJIAXKICHHUS, (bu3noTepanuu.
[IpotuBomnoka3aHa paboTa B TOpsSYMX I[€XaxX, Ha OTKPBHITOM Bo3ayxe. B ocenne-
3UMHMI Mepuoj, T[OKa3aHa BHUTaMHUHOTEpamnusi (dCCEeHIMalle, TaHTeKCaBUT,
JICKAMEBHT).

C npodunakTUyecKod I1eNbl0 KOXY HEOOXOJMMO 3allluIaTh OT
COJIHEYHOM MHCOJISILIMUA U TEIUIOBBIX Jydeid. C 3TOM 1eNbl0 PEKOMEHAYIOT KPEMBI
do-rem, KBaHT, Jy4, BeCHa, a TakXke TMAacThl, COJEpXKAIIMe CaJoll,
TPUATAHOJAMUHOBYIO COJIb MMapaaMUHOOCH30MHON KHUCIOThl B KOHIEHTpALMH S-
10%.

O01mme npaBuiia, peKOMEHI0BAHHbIEC BCeM MAIHEHTAM

* 3ammTa OT COJHIAa - u30eras ObITh HA COJIHIIE BO BpeMs €ro
HamOoJblIed akTUBHOCTH (ocoOeHHO JetoM Mexay 11 wu 15), HocuTh
COOTBETCTBYIOLLYIO OJIEXKAY, TOJOBHbIE YOOpbl M COJHIIE3AIIUTHBIE OYKH,
MPUMEHSTH COJIHIIE3AIUTHBIN KpeM u Oanb3aM miig ryd ¢ Y®-dpunsrpom (SPF>
30), mmaHupoBaTh OTIYCK B MECTax 0€3 BHICOKOT'O BO3/ICUCTBUS COTHIIA

* u3beraHue crpecca, OTJbIXa

* perymspHas, yMepeHHasi pu3udeckasi akTHBHOCTD

*  nOpodUIAKTUKU aTEPOCKIIepO3a, BKIIIOYAs IyTEM 3JI0POBOTO MMUTAHMUS,
MOJIEP KaHMs Ha/IJIeKAIIIET0 Beca Teja, OCTAHOBKU KypEeHUS

* npo¢uIaKTUKa OCTEONOpPO3a

* mnpodunakTuka WHOEKIUN MyTeM COOJIO/IEHNS MPaBUJI TUTHEHBI U
3aIIATHBIX BakKIMHAIMK (B TOM 4YHCIIE TPOTHUB TPHUIIA, ITHEBMOKOKKOB).
BakruHanys qoKHa MPOBOAUTHCS B TIEPUOIBI HU3KOW aKTUBHOCTH 3a00JICBaHUS.
3arpsi3Hstonme BELIECTBA, coJiepxKaliue YKUBBIE MUKPOOPTaHU3MBI,
IPOTHUBOIIOKA3aHbl, OCOOCHHO Yy JIOJIEH, MOJYYAIOIIMX HWMMYHOAEIPECCAHTHI
(CHMXEHHE UMMYHUTETA)

* IUIAaHUpOBaHWE OEPEeMEHHOCTH - JKCHIIWHBI, IUIAHUPYIOIIHE
MOTOMCTBO, JIOJDKHBI TIOTOBOPUTH CO CBOMM BPauoOM O PaHHEM TMpPeKpaIiecHUH
nmpreMa HEKOTOPBIX IMPEenapaToB, KOTOPHIE MOTYT MOBPEIUTH IIJIOJ, U MPOBECTH

TECTBhl JUIsl OmpeneneHus 0e30MacHOCTH OepeMEHHOCTH (Takhe Kak OIIeHKa
72



GYHKIIMM MOYeK W Hauudyue aHTU(OCPOIUIUAHBIX aHTUTEN). bepeMeHHOCTbH
JOJDKHA BOSHUKATH BO BPEMSI pEMUCCHHU (JKeTaTeIhbHO, KaK MUHUMYM, ToJiro/ia). B
JOTIOTHEHUWE K CHUTyallud C oOpalieHueM 3a peOCHKOM pPEeKOMEHIyeTcCs
UCTIOJIb30BaTh KOHTPALETIIIHIO

* [CHUXOJOTHYecKas MOJJIepKKa - JAMArHOCTUKAa KpPAaCHOW BOJYAHKH
4acTo CBSI3aHAa C OTPOMHBIM CTPECCOM M CTPaxoM Ha Oyjyiiee. ITO eCTeCTBEHHbIN
pediiekc, € KOTOPbIM CTaJKWBAIOTCA OOJBIIMHCTBO JIOJACH, CTpagaroLInX
XPOHUYECKOH 00JIE3HBIO.

[Iporuo3. Creayer OTMETUTH pa3HOOOpa3ue TMPOrHO3a y OOIBHBIX
KpacHOU BoJMYaHKOW. Tak, XpOHMUECKUN AUCKOUIHBIA PYyOIYIOIUICS SpUTEMaTO3
IpOoTeKaeT JOOPOKAYECTBEHHO M KpailHE peaKko TpaHCPOPMHUPYETCS B OCTPYIO
dbopmy. CucremHas ¢popma 00JE€3HHM, BOSHUKINIAS MPU OOOCTPEHUH XPOHUYECKOU
JUCKOUJHOW WJIM, dYalle, JUCCEMUHUPOBAHHOW KPACHOW BOJYAHKU MPOTEKAET
Oonee OnaronmpusiTHO, YeM BO3HUKINAsg crHoHTaHHO (¢opma d'emblee). B
MOCIICIHEM CJIyd4ae OTMEYArOTCSl TOPIUIHOCTh TEUEHHUS W PE3UCTEHTHOCTh K
Tepanuu, 4To 00yCIOBIUBAET TSXKEIBINA MTPOTHO3.

OcCyIeCTBISAIOTCS MOCTOSIHHOE JUCIIAHCEPHOE HA0II0eHUE 32 OOJIbHBIMU
BceMH (opMaMH KpacHOW BOJYAHKU B TIEPHOJ] PEMHUCCUIN M OECIUIaTHOE JICUCHHE

OOJBHBIX CUCTEMHOM Pa3HOBUIHOCTHIO KPACHOW BOJTYAHKHU.

VI. Ilepeuenv KOHmMPOIbHBIX 80NPOCOE.

1. Pacnpoctpannenocts CKB.

2. CoBpeMeHHBbIE TIpe/IcTaBlIieHne 00 OCHOBHBIX TPUYMHAX
Bo3HUKHOBeHUsA CKB.

3. Knaccuduxarus CKB.

4. WU3zmenenue remoanHamuku npu CKB.

5. OcHoBHbIe KTUHHUYEcKUE mposiBieHus npu CKB.

6. C KakuMH HO30JO0THYECKUMHU (POpMaMU HEOOXOAUMO MPOBOIUTH
muddepennuansayto quaraoctuky mpu CKB .

7. OcobeHHocTU (PU3MKATBLHBIX METOIOB HccienoBanus mpu CKB.
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8. Pentrenonmornueckue nsmenenus mpu CKB.

9. Ocob6ennoctu nzmenennit IKI" mpu CKB.

10. 9XO-kapauorpaduyeckue npuszHaku npu CKB.
11. Inarnoctuueckue kpurepun CKB.

12. OcuHoBuble puHIMIEI JedeHHUs mpu CKB.

13. ITpodunaxkruueckue meponpusitus npu CKB.

14. TIporuno3s npu CKB.

VII. IIpumepovt mecmogvix 3a0anuil

1. K atnonornueckum (pakropam CKB MOxkHO OTHECTH Bce, KpOME:

A. PHK-conep:xaniue BUpPYCHI;

B. MenyieHHbIE pETPOBUPYCHI;

C. XnamuauitHas HHQEKITUS;

D. renernueckue daxkropei: HLA Al, B8, DR2, DR3;

2. K npoBonupyromux pakrtopoB CKB He oTHOCHTCS:

A. HenepeHOCMMOCTb MEIMKaMEHTOB;

B. I'uniepypukemus;

C. BakuuHanms;

D. ®oToceHceOuam3anus, yaIbTpa3ByKOBOE 00yUCHHE;

3. Haubonee TunmunbiMu nopaxxeHusimu koxu npu CKB ects Bce, kpome:

A. 3pUTEMATO3HBIE MATHA C JOKaIU3alMel MPEUMMYIIECTBEHHO Ha JIUIIE
("0abouxka"), mee, rpyIHON KJIETKE, B 001aCTH JIOKTEBBIX, KOJICHHBIX,
T'OJICHOCTOITHOT'O CYCTaBOB;

B. xanumisipuTsl;

C. Oymnuie3Hble, y3eJIKOBbIE, YPTUKAPHBIE, TEMOPPArH4eCKUE BBICHITAHMS;;

D. runepnurMeHTanys 1 AEMUTrMEHTAINs KOXKY JIUIA U TPYAHOUN KIETKU;

4. Hanbosnee THMAYHBIMU TTOPAKEHUSIMH CITU3UCTHIX 00osouek mpu CKB
€CTh BCE, KPOME:!

A. PHaHTEMa CIM3UCTON 00O0JIOYKH POTOBOM MOJOCTH;
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HOCA,

KpoMme:

B. 3po3uBHbIE 04Yaru u s13BbI Ha CIM3UCTON 000JI0UKE POTOBOM MOJIOCTU U
C. Oenple OJIALLIKY Ha CIM3UCTON 000JI0YKE POTOBOM MOJIOCTH U HOCA;
D. arpodus cnuzucroii;

5. Aptpur nipu CKB xapaxrepusyercst cleyronuMu KpUTEPUIMHU,

A. CUMMETPUYHBIN MTOJUAPTPUT C MOPAKEHUEM TUCTATBHBIX

MG)K(I)&JI&HFOBLIX CyCTaBOB,;

B. cuMmMeTpHUYHBII NOJUAPTPUT € TOPAKEHUEM ITPOKCUMATBHBIX

MC)KCI)aJIaHFOBBIX CyCTaBOB, HHCTHO-CI)aHaHFOBBIX CyCTaBOB, 3aIISICTHO-IIAACTHBIX

CyCTaBOB;

KpOMe:

JITTHIT;

C. MUTPUPYIOIIAN XapaKTep NOPAKEHUS CYCTaBOB;
D. yTpeHHss CKOBAHHOCTb;

6. I BTOpuyHOTrOo aHTU(POCHOIMIHIHOTO CHHIPOMA XapaKTEPHO Bee,

A. peuuauBUpYIOLINE apTepraibHble U BEHO3HbIE TPOMOO3BI;
B. Hanuuue aHTUKapAUOIUIIMHOBBIX U aHTUTEN K Gochomunuaam;

C. noBsbIllIeHUE YPOBHS X0yiecTepuHa, (ocOIUIUI0B, XOJIECTEpUHA

D. ceTtuaToe nuBe0;

7. K qnarnoctuueckum kputepusim CKB He oTHOCUTCS:
A. "babouka" Ha nme;

B. poTtocencubmnuzanus;

C. nuckonHas BOJIYAHKA

D. cunnpom Pelino;

8. K mnarnoctuueckum kputepusim CKB He oTHOCHUTCS:
A. s3BBI TIOJIOCTH PTa;

B. ckneponakTuims;

C. nneBpUT WK NEPUKAPAUT;

D. cynoporu uim ncuxos;
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9. K nnarnoctnueckum kputepusim CKB He oTHOCHTCS:

A. remMonuTHYeCcKas aHEMHSI,

B. nepcuctupytoiias npoTeuHypus U MWIMHIPYPUS;

C. neiixonnenusa meHee 4000/Mm3;

D. 12 u ¢onueBoaeduiuTHAST aHEMUS;

10. Ha pentrenorpamme cyctaBoB 0601abHbIX CKB MoXHO HaiiTh Bee
U3MEHEHMS, KPOME:

A. snudu3apHbI 0CTEOOPO3;

B. ncronuenne cyOXoHIpaTbHOM IUIACTHHOK;

C. ocreockiiepos;

D. Menkue y3ypbl B HE3HAUYUTEIbHOM KOJIMYECTBE C TTOIBBIBUXOM;

11. Kakoe nposinenne CKB (cuctemHuas kpacHasi Boq4aHKa )TpeOyeT
MPUMEHEHUS OOJBITUX /103 TIIFOKOKOPTUKOCTEPOUIOB:

A. BOJYaHOYHBIN apTPUT

B. BomyaHOuHBII HEPpPUT

C. nanmuuue B kpoBu LE knetox

D. Beicokas COD

12. Tlpu cucteMHOM KpacHOM BOJTYaHKE HAOIIOAI0TCS BCE
nepevnciieHHbIe TaTOMOP(OIIOTHUYECKIE U3MEHEHUS, KpOME:

A. TPOYKTHUBHBIX BACKYJIUTOB I'OJIOBHOI'O MO3ra

B. sapokapauta JInbmana - Cakca

C. ocreonm3a HOTTEBBIX (haaHT MATBIEB PYK

D. BomyaHouHOI HedponaTuu

13. Bce nepedncieHHbIE MOJIOKEHN S, KACAIOIINECS KOKHBIX MPOSIBJICHUN
CUCTEMHOU KpacHOW BOJTYAHKHU CIPABEAJIUBBI, 32 UCKIFOUEHHEM OJTHOTO:

A. mopakeHHe KOXKH, BOJIOC U CIIM3UCTHIX 000I0UYEK SIBIISICTCS OJTHAM U3
HanOoJIee YacThIX MPOSBICHUN 3a001eBaHUS

B. amonenus MoXeT ObITh JIOKaTU30BAHHON WK TU(PPy3HOIM

C. $0TOUYyBCTBUTEITHLHOCTH MOXKET YCHIIUBATHCS O] BIUSHUEM JICYCHUS

AMHWHOXHWHOJMHOBBIMHU IIpC€IIapaTaMu
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D. uHaypauus Koxu

14. Jlns cucTeMHOM KpacHOM BOJYAHKU Y MYXKYHH HE XapaKTE€PHO:

A. cHmKeHue coepxkaHus B KPOBU TECTOCTEPOHA

B. oTHOcHUTENbHOE MOBBIIICHUE COIEPKAHUS B KPOBU ACTPATUOIIA

C. XpoHHYECcKOe TeueHue 0O0JIe3HH

D. octpoe Teuenue 6ose3HU

15. Kakoe 13 npuBeIEHHBIX NOPAKEHUI OYEK HanOoJIee XapaKTEPHOE
JUJI. CUCTEMHOM KpacHOM BOJTYAHKHU?

A. HnTepcTuniuanbHbld HEQPUT.

B. I'momepynonedpur.

C. Amunounos.

D. Iluenonedpur

16. Ykaxxute npruOIU3UTENbHbIE TOJIABIISIONINE CYTOUYHBIE 103bI
MPEAHU30JI0HA ISl JICUCHHS] CHCTEMHOW KpacHOM Bo4yaHku | crenenu
aKTUBHOCTH.

A. 5-10mr.

B. 15-20mr.

C. 30-40 mr.

D. 40-50 wmr.

17. YkaxuTte npruOIU3UTENbHbIE TOIABIISIOIINE CYTOUYHBIE 103bI
MPEIHU30JI0HA MPU JICYCHUH CUCTEMHOM KpacHOW BoiyaHkH Il crenenn
aKTUBHOCTH.

A. 15-20 wmr.

B. 30-40 wmr.

C. 60-80 wmr.

D. 90-100 wmr.

18. KakoMy 13 npuBEEHHBIX BAPUAHTOB CUCTEMHOI KPACHON BOJTYaAHKH
MPOTHUBOMNOKA3aHbI [IMTOCTATUYECKUE UMMYHOCYIPECCOPHI?

A. Tlpu acenTuyeckomM HEKPO3€ TOJIOBKU OCAPEHHON KOCTH.

B. Ilpu pa3Butuu 3H11I€PATOMUETOHEBPUTA.
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C. Ilpu aprepualbHOM THIEPTEH3UU.

D. Ilpu BbIpa)k€HHOW aHEMUMU.

19. Ilpu cucteMHOl KpacHOM BOJTYaHKE HAUOOJIBIITYIO JUATHOCTUYECKYIO

3HaYUMOCTb UMEET:

A. TIOBBINICHHE UMMYHOTJIOOYJIMHOB

B. nucnporennemus

C. LE-xietku

D. yBenuuenue COD

20. [Ipumenenue CTEPOUIHBIX (ropMOHaJIBLHBIX )
IPOTUBOBOCTIATTUTENLHBIX MPETapaToB MOKET BbI3BATH:

A. ycuienue TpomM6000pa3oBaHUs

B. moBbIIICHUE apTEPHATBHOTO JTaBIICHUS

C. BO3HUKHOBEHUE SI3BBI B JKEIYTOYHO-KHUIIIEYHOM TPAKTE

D.

BCC IICPCUYHUCIICHHOC.

TecToBbIE 3a1a4H.

1. XKenmmua 38 JeTHAXOAUTCA B KIWHHUKE MO IIOBOJY CHCTEMHOMN
KpacHOW Bojyanku, |l cTemeHMm aKTUBHOCTH, JKCCYJIAaTHBHOH JPHUTEMBI,
MHOKapJUTa, BTOpUYHOTO Hedpurta. HecMoTps Ha mpoBOaMMYIO B TeueHHe 4
HEJICNh TEpamnuio TPEIHU30JIOHOM B CYTOYHOM jJ03¢ 1 MI/Kr Macchl Tena
COXPAHSIOTCS BBIPAXEHHBIM OTEYHBIM CHHIPOM, apTepuajbHas THICPTEH3US,
3HAYUTEIbHAS MIPOTCHHYPHSI. Onpenenute TATBHEHUIITYIO CTPATETHIO
MaTOr€HETUYECKOW TEPAINHU:

A. HaznaueHue 1pyroro KOpTHKOCTEpOH I

B. Haznauenue renapuna

C. Ha3nauenue azaTtuorpuHa

J1. Haznauenue mukiodocdana

E. HazHauenune ninakBeHuna

2. Kenmuna 40 ner, xanyercss Ha cnaboOCTh, OBICTPYIO YTOMIIIEMOCTD,

NOBBIIIEHHE Temneparypsl Tena a0 38 °C, BbIChIIAaHUS HA KOXKE JuIla, 00Jib B
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JTyd4e-3aIsICTHBIX U JIOKTEBBIX cycTaBax. bomeer 3 roma. Ilpu o03ope: Ha miekax
SpUTEMATO3HbIC BBICHIMAHMUS B BUe "0aOouku'", mydye-3amsCTHbIE U JIOKTEBBIC
CyCTaBbl TMOPAKEHBl CUMMETPUYHO, NPUIYXJble; HAJ JETKUMH IIyM TpPEHUS
wieBpel. B kpoBu: aHemus, neiikonenus,mumdonenus. B Moue: mporenHypus u
uunHApypusi. OOpa3oBaHUe KaKUX aHTUTEN SBIISETCS Hambojee JOCTOBEPHBIM B
MEXaHU3ME Pa3BUTHS 3a00JIeBaHUS?

A. Oo0pazoBanue antuten k HatupHoM JTHK.

B. OO6pazoBanue aHTUTEN K MUOITUTAM.

C. OOpa3zoBaHue aHTUTEI K SHIOTCIMATBHBIM KIETKAM.

D. OOpa3oBaHue aHTUTEN K MUO3HHY.

E. OOpa3oBaHue peBMaTouHOTO haKkTopa.

3. bonbHas 20 ner, kaimyeTcss Ha OOJM B MEJKHUX CYCTaBaxX KHUCTEH,
BBICBIIIAHKME HA JIMIIE KPACHOTO I[BeTa B BUJIE 0a00UYKH, MMOBBIIICHUE TEMIIEPATYPhI
10 39° C. JKano6w1 nosiBuiMch nocie uHcomsinuu. B kpou LE — kietku 15 u 1000
JEUKOIMTOB. Bam nuarnos?

A. CKB.

B. Cxnepoaepmus.

C. TybGepxymnes.

D. PeBmaTounnnuii apTpur.

E. PeBMatusm.

4. Y 6onpHOM 32 ner mocie nepenecenHHoro OP3 mosBuiachk peskas
cnabocTh, Temnepatypa Tena — 39-40°C, 6oib M IPUITYXJI0CTh MENKUX U KPYIIHBIX
CyCTaBOB, OTEK HUXXHUX KOHEYHOCTEH, sputemMa B Buiec “‘0a004yku” Ha JHIIE,
remMaTypus, JeikoneHus, runeprammariooynunemus, LE — knetku B Tutpe 8:1000
JEHKOUMTOB, aHTUHYKJIeapHbIil ¢aktop 1:150, denomen “pozetku”. Ykaxure
HauboJsiee BEPOSITHBIN 1HarHo3?

A. CKB, octpoe Teuenne, a/d, Il cr., rmomepynonedpurt, apTpur.

B. CKB, nonoctpoe teuenue, a/d, Il ct., renepanuzoBanHas gopma ¢
peodIaaroIM MOPaKEHHUEM CYCTaBOB U MOYEK.

C. Octpslii rnoMepyoHEDPUT, TSIKET0E TEUEHHUE.
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D. HeauddepeHunpoBaHHbI KOJIIareHo3, TAKEI0e TeUeHue.

E. PeBMaTouHbIi apTpHUT.

5. bonbHag 23 ner ¢ guarHozom CKB B TeueHue S5 €T npuHUMAaET
NPEeIHU30JIOH B TMOAJAepkuBamomerd  go3e S5 wr/aenb. [lpu  obOocTpenun
3a0oseBaHusl 103a OblIa yBenudeHa o 60 mr/menb. Uepes3 HeJento MOsSBHIACH
pe3kasi cnabocTh, TONIHOTaa, OO B €NUTacTpuu, uepHbIM Kai. JlaHHOE
YXYALIEHUE COCTOSTHUS CBA3aHO C:

A. YBenu4yeHHeM 1036l TOPMOHOTEpAIUH.

B. PazButuem si3BeHHOMN 00JIE3HU KETYJIKa KAK CAMOCTOSATEIIBHOTO
3a00J1€BaHUSI.

C. OGocTpeHre 0OCHOBHOTO 3a00JICBaHMS.

D. Pa3Butue paka xemyaka.

E. Pa3BuTue 5S3BBI TOJICTOTO KUIIIEYHUKA.

6. Y 6oabpHOM 23 neT mocie NpoAoIKUTEIBHOTO MPEObIBAaHUS HAa COJHIIE
nosiBuiack cyogeOpuiibHas TeMiiepaTypa, 00Jib M MPUITYXJIOCTh B KOJIEHHBIX U
TOJICHOCTOITHBIX CyCTaBaX, JpUTEMAa Ha JHUUE M NEPEHOCHUIE, JIEMKOIEHUS,
yckopeHHass COD. BeicTaBneHHbI npenBaputenbHbiil quarno3 CKB. Haszosure
MaTOTHOMOHHUYHbBIEC JIa0OpaTOpHBIC JaHHBIC, KOTOpPbIE TOATBEPKAAIOT ITOT
ar’os?

A. Hanmuuue LE — kiieTok 1 aHTUHYKJIeapHOTO (pakTopa.

B. Yckopennas COD.

C. IlpucyrctBue C-peakTUBHOTO MPOTEHHA.

D. JleiixoneHnwus.

E. JleitkoruTo3.

7. bonbHas 20 ner, xkamyeTcss Ha OOJM B MEJKHUX CYCTaBaxX KHUCTEH,
BBICBHIIIAHKME HA JIMIIE KPACHOTO I[BeTa B BUJE 0a00UYKH, MOBHIIIICHUE TEMIIEPATYPhI
10 39° C. XKano6s1 nosBrIIMCh nociie mHcoJsuu. B kpoBu LE — kietku 15 u 1000
JIEUKOLIMTOB. Barn quaraos?

A. CKB.

B. Cxneponepmusi.
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C. TyGepxkynes.

D. PeBmaTouanuii apTpur.

E. PeBmatusm.

8. bompHas 20 J1eT, 3HAYUTEIIFHO ITOHMKECHHOrO IUTaHus. CunTaeT ceos
OonpHOM ¢ 9 n;eTHero Bo3pacTa, KOTJa BIIEpBbIE OOpaTuiia BHHUMAaHHUE Ha
MOSIBJICHUE HA KOXKE€ JIMI[a U PYK PO30BO-KPACHBIX MATEH C OEI0BaTO-CEPbIMU
Yyelnryiikamu, BBINAJICHUE BOJIOC M OonM B cycTaBax. B HacTosiee Bpems
HaxOJWTCS B CTAllMOHApe MO MOBOJAY CTOMKOW apTepUaibHOW THUIIEPTEH3UH,
MOBTOPHBIX ~ M3MEHEHMI B  Moue (TOBBIINIEHHOE  COJIepXKaHue  Oenka,
SPUTPOLIUTYPHUS, JeHKOUUTYpus) U azoremuu. O KakoMm 3a00JieBaHUU
COEIMHUTEIBHOM TKAHU CJIEAYyET JyMaTh B MIEPBYIO O4epe/ib?

A. CKB.

B. IOBenubHbIi PA.

C. JlepMaToMuO3HT.

D. Cxneponepmusi.

E. PemaTusm.

VIII. /Tumepamypa.

OcHoOBHas:
1.BHyTpiliHS ~MeAMIMHA: pPEBMATOJIOrisd: HaBYabHUKA mociOHMK / B.€.
Konnpatiok, M.b. /Ixyc. - K.: BCB «Meaununay, 2017. - 272 c.
2.Hamionaneuuit migpyanuk 3 peematodiorii / 3a pen. B.H.Kosanenka, H.M.11y6u
—K.: MOPIOH, 2013. - 671 c.
3.Davidson's Principles and Practice of Medicine 23rd Edition. Editors: Stuart
Ralston, lan Penman, Mark Strachan Richard Hobson. Elsevier. - 2018. — 1440 p.
JlonoJaHuTenbHAs
1.Kondepentnus EULAR 2018
2. Kamphuis S, Silverman ED. Prevalence and burden of pediatric-onset systemic
lupus erythematosus. Nat Rev Rheumatol. 2010;6(9):538-546. doi:
10.1038/nrrheum.2010.121.

81



3. Hiraki LT, Benseler SM, Tyrrell PN, et al. Clinical and laboratory characteristics
and long-term outcome of pediatric systemic lupus erythematosus: a longitudinal
study. J Pediatr. 2008;152(4): 550-556. doi: 10.1016/j.jpeds.2007.09.019.

4. Pluchinotta FR, Schiavo B, Vittadello F, et al. Distinctive clinical features of
pediatric systemic lupus erythematosus in three different age classes. Lupus.
2007;16(8):550-555. doi: 10.1177/ 0961203307080636.

5. HaconoB E.JI. Pemaromorus/ E.JI. Haconos, B.A. HaconoBa. M.: I DOTAP-
Memnax», 2013. - 134-156 c.

6. Crprok P.M. PeBmarmyeckue Oomne3Hu: Oone3HH cycTaBoB U Juddy3HbIe
3a0oneBanus coenunutenbHol Tkanu/ P.U. Crprok, JI.M. Epmonuna. M.: «bunowm.
JlabopaTopus 3Hanuii», 2014. - 320-324 c.

7. Jloktmonoa A.A., MarBuenko E.B., Kpusmumna H./., PasunaskoBa H.C.,
Xmenesckas W.I. HEKOTOPBIE ACIIEKTBI TEPAIIMM CUCTEMHOM
KPACHOM BOJYAHKM U EE OCJIOXXKHEHMH V TIOJIPOCTKOB //
MexTyHapOIHBIN cTyieHYeCKuii HaydHbIi BecTHUK. — 2018. — No 2.;

8. OOHOBiIeHHBIE pEeKOMEHAAIMU EBpornelckoil aHTUPEBMATHUYECKOW JIUTH

(EULAR) no nevyeHuro cucTeMHO# KpacHoM Boidanky — 2019

82



Tema: CUCTEMHBIE BACKYJIUTBI.

Konuuecmeso yueonvix uacos — 3.

1. Akmyanvnocmo memoi.

[Topaxxenne cepana HaOMIOMAETCS NpU  OOJBITMHCTBE  CHCTEMHBIX
BackyiuToB (CB), yacTo 3aHMMaeT Beylllee MECTO B KIMHUYECKOW KapTHHE U
ompeesiaeT MPOrHO3 MalKeHTa. B muTepaType mpencTaBiIeHbI JIUIIb OTIASIbHBIC
KIIMHUYECKHE HAOIONCHUS WM MCCICAOBAHUS, BBITOJIHCHHBIC Ha HEOOJBIINX
IpyIIax MalMeHTOB, Kacalollhecs MaTOJOTMYeCKUX HW3MEHEHHH cepila Ipu
CUCTEMHBIX  BAaCKyJMTax. JTO  CBSI3aHO C  MaJbIM  KOJIMYECTBOM
CIEIUAIM3UPOBAHHBIX I[EHTPOB M HEJOCTATOYHOW JIOCTYITHOCTbIO MHOTHX
METOJ0OB  HcCclefoBaHui.  MHorooOpasue  BacKyJWTOB M pa3IMYHbBIC
MaTOr€HETUYECKUE MEXaHU3MbI MOPAXKEHUS Cepla OOBSICHAIOT MIUPOKUA CIEKTP
KapJAUOJIOTUYECKOM  MATOJOTHH:  MHUOKApAWT,  IEPUKAPJIUT,  IOPaKEHUE
KOPOHAPHBIX COCYJOB, «TUINEPTOHUYECKOE» CEPAILE, HaApYLICHUS pUTMA U
MPOBOJAUMOCTH.

1I. Yuebnwie yenu 3anamus.

Osnaxomumocs (a-1):
® C JJaHHBIMM O pacupocTpaHeHHocTH CB;

e c ocobenoctsmu auarHoctuku CB;

® C BO3MOXHOCTSIMHU KOHCEpPBATUBHOTO JieueHus: CB.

3namo (a-11):

e Omnpenenenue, TUOJOTHS, TATOr€HE3, MEXAaHU3MbI HAPYIIIEHUS T€MOJIMHAMUKH,
KJIMHUYECKasi KapTHHA, PpOJb HEHWHBA3UBHBIX W HWHBA3UBHBIX METOJIOB
HUCCIICIOBaHUSI B JHArHOCTHKE W AudPepeHnmanbHOl  TUarHOCTUKE
3a00JIeBaHMs, OCJIOKHEHHMS W UX MNOpo(]HIaKkThKa, JEUYeHHE, MPOTHO3 U
TPYAOCTIOCOOHOCTH manueHToB ¢ CB.

Vmemo (ca-11):

- IlpoBectu knuHMYecKoe obcienoBanue 6oapHOTO ¢ CB;

- OO0ocHOBaTh IpeABAPUTEIbHBIN TUATHO3;
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- IlIposectn b depeHInaTbHYO JUArHOCTUKY C CEpIIEYHOM
HEJ0CTAaTOYHOCTBIO, IPU APYTHUX 300JeBaHusAX npuBoaammx k CH;
-  CdopmynupoBaTh KIMHUYECKUNA JUATrHO3;

- CocTaBuThb IUIaH 00CJIEIOBAHUI H JIEYECHHS O0JBHOTO ;

111 I]enu pazeumus auunocmu (6ocnumamenvHole yeiu):

JleoHTONOTMYECKHE  acleKThl MNpu  pabore Bpadya ¢  OOJBHBIM.
[Icuxonoruueckue TmpobieMbl y  OOJBHBIX M pOJb Bpaya B  HX
MCUXOTEPANEBTUUECKON  Koppekiuu. [IpaBoBble  acmekTbl U BOIMPOCHI
npo¢eCCUOHAIBHOW OTBETCTBEHHOCTH Bpaua B ONpPEJEICHUN TAaKTUKHU JICUCHUS U

TPYJOCIIOCOOHOCTH TMAIMEHTA.

V. Cooeporcarnue memul 3anamus.

Cucmemmnule gacKyaumot - TpyIa 3a00JI€BaHNUN, B OCHOBE KOTOPBIX JIEKUT
reHEPAIM30BAaHHOE MOPAXKEHUE COCYAOB C BOCHAJICHUEM M HEKPO30M COCYAMCTOM
CTEHKH, YTO IIPUBOJUT K UIIEMHUYECKUM U3MEHEHHUSM OPTaHOB U TKAHEM.

Ilon nepsuunvbimM  BAaCKyJIUTOM  TOJIPAa3yMEBAIOT  T'€HEPAIU30BAHHOE
NOpaXeHHE COCYJ0B UMMYHHOTO reHe3a Kak CaMOCTOsITeIbHOE 3a00JIEBaHUE.

Bmopuunvie BaCKyJIUTHI Pa3BUBAIOTCA KaK peakiys Ha MHPEKLIUIO, HHBA3UIO
reJIbMUHTaMH, TpPU BO3JCUCTBUM XUMUYECKUX (PAKTOPOB, paguanuu, IMpU
onmyxoJisix. K BTOpPHYHBIM OTHOCSTCS TakXe€ BacCKYJIUThI, BO3HHMKAIOIIWE IIPH
JIPYTUX CUCTEMHBIX 3a00JIEBAHUSIX.

ITHOJI0THA OOJIBIIMHCTBA IEPBUYHBIX CUCTEMHBIX BACKYJIMTOB HEU3BECTHA.
[Tpenmnonaraercs pojb CAEAYIOIUX 3THOJOTUYECKUX (PAKTOPOB:

1. Bupycnas wunHbekuus (Bupycbl rematuta B u C, mapBoBupyc By,
uuroMeranoBupyc, BUY, Bupyc Oniureiin-bappa u ap.)

2. baktepuanbHas uHQEKIUS (CTPENTOKOKKH, HWEPCUHUU, XJIAMUAMH,
calbMOHEIUIbI U Jp. Oakrtepum). Hawmbonee wyacToil ¢opMol BacKyJIUTOB,
CBSI3AHHBIX C MH(EKIUEH, SBISETCS BAaCKYJIUT MEJIKUX COCYIOB KOXH, a TaKxkKe

reMOpparuyeckuii BacKyJUT, BACKYJIUT apTepUd MEJIKOTO M CPEAHEro Kaauopa.
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Oco0eHHO MHOTO JaHHBIX UMEETCS O poiu BUpycoB renatuta B u C B pa3Butuu
y3€JIKOBOT'O [IEpUapTEPUUTA.

3. I'unepuyBCTBUTENBHOCTh K Pa3HOOOPA3HBIM JIEKAPCTBEHHBIM IMperapaTam
(aHTHOMOTHKAM, aHTUTYOEPKYJIE3HBIM, AHTUBUPYCHBIM 17} ap.).
['Mnep4yBCTBUTENBHOCTh K JIEKAPCTBEHHBIM CPEJICTBAM MOKET CIIPOBOLMPOBATH
pa3BUTHE HEKPOTU3ZHUPYIOIIETO BACKYJIUTA.

4. I'mnepyyBCTBUTEIHHOCTh K KOMIIOHEHTaM Tabaka BBI3bIBACT DPAa3BUTHUE
00U TEpUPYIONIET0 TPOMOAHTHUHUTA.

5. I'enetnueckue (pakTOpbl UTPArOT OOJIBIIYIO POJIb B PA3BUTHH CHUCTEMHBIX
BAaCKyJIUTOB. VMMYHOI€HETHYECKUMU MapKepamMu CHUCTEMHBIX BACKYJIUTOB
SBJIAIOTCS onpeeneHHble anTureHsl HLA-cructemsl.

VYOenurenbHO JOKa3aHa POJb TIE€HETUYECKUX (PAKTOpPOB B Ppa3BUTUU
rurantokiierounoro aprepunta (cBsi3b ¢ HLA DR4), 6one3nun Takasicy (cBsi3b ¢
HLA BW52, DW12, DRZ u DQWl.

IlaTorenes

OCHOBOI1 IaTOr€He3a CHCTEMHBIX BACKYJIUTOB SBISIOTCS HMMYHHBIE
MEXaHU3Mbl. B 3aBUCMMOCTH OT XapakTepa MMMYHOIATOJOTMYECKOro Mpolecca,
NIEPBUYHBIE CHCTEMHBIE BACKYJIUTHI IMOAPA3ACIISIOTCSA HA TPU IPYIIIbL:

I. BackyauTsbl, CBsiI3aHHbIE ¢ HMMYHHBIMH KOMILJICKCAMU:
o ['emopparnueckuii BaCKyJuT.
o Backynurtsl pu CUCTEMHOM KpaCHOM BOJIYAHKE U PEBMATOUIHOM apTPUTE.
o bone3ns bexuera.
« Kpuornobynunemuyeckuii BacKyJiu
I1. BackyJuTBI, CBAI3aHHbIE ¢ OPraHoCHeU(PUISCKUMHU AHTUTEIAMHU.
« bone3ns KaBacaku (¢ mpoaykiuei aHTUTEN K SHAOTEIHIO).
III. Backy/JuThI CBSI3aHHbIC ¢ AHTUHEHPOPUIBLHBIMHY LU TOILNIA3MATHYECKUMHU
AHTHUTEJIAMH.
o I'panynemaro3 Berenepa.

o  MHUKPOCKONIMYECKUH TTOJTUAPTEPUUT.
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o Annepruyeckuil (303WHO(PMIBHBIN) TIpaHylIeMaTO3HbIH AHTMUT (CHHAPOM
Yapra-Ctpocca).

o Kiaccuueckuit y3enkoBblil OIHMapTEPUUT.

OcCHOBHBIC MATOTCHETHYECKUE (PAaKTOPHI CHCTEMHBIX BACKYJIMTOB CIEAYIOIINE:

1. Oépa3zoeanue noo 6IUAHUEM IMUOI02UYECKO20 ¢axmopa
UUDKYIAUPYIOWUX UMMYHHBIX Komniaexkcoe (LIUK) (anmmucen-anmumeno) c
dukcayueit ux ¢ cmenke cocyoa. 1Ipu peakium aHTUTCH-AaHTUTEIO MPOUCXOIUT
aKTUBAIlMsl KOMIUIEMEHTa, KOTOPBIM MyTeM XeMOoTakcuca JCHCTBYyeT Ha
nosuMopHosAepHbIe JeHKOUUTh. OHU BBIAEISIOT JU30COMANIbHBIE (PEPMEHTHI,
KOTOpbIE€ TIOBPEXKAAIOT COCYIUCTYIO CTEHKY, MpPU OSTOM TMOBBIIIACTCS €€
MPOHUIIAEMOCTh. TakuMm 00pa3oM, MOBpPEKAAIOIICe JCUCTBUE WMMYHHBIX
KOMILUIEKCOB CBSI3aHO C CHUCTEMOM KOMILIeMeHTa W (daronuto3zoM. MMMyHHOE
BOCIAJICHUE COCY/Ia YaCTO COMPOBOXKIAETCS €ro TPOMOO30M.

2. Pazeumue zunepuyecmeumenpbHOCmuU 3aMe0N€HHO20 MUNA CBSI3aHO C
y4acCTUEM ITUTOTOKCUYECKUX T-TuM@OLMTOB. DTOT MEXaHU3M HMEET OO0JBIIOE
3HAYCHUE B Pa3BUTHUH I'paHysieMaro3a Berenepa. B pe3ynbrare B3auMoAECHCTBHS C
AHTUTEJIIOM CEHCUOWIM3UpPOBaHHbIE T-TUM@OLUTHI BBIACHSAIOT JIUM(OKHUHBI,
KOTOpbI€ YTHETAIOT MUTPAIMI0 MakpoaroB M KOHIEHTPUPYIOT UX B MECTe
CKOIUICHHSI aHTUTEHOB. Makpodaru akTUBUPYIOTCS (00 3TOM CBHIIETEIHCTBYET
YBEJIMYECHHE KOHIICHTPAIIMM HEOINTepUHA-MapKepa o-MHTep(epOH-3aBUCUMOM
aKTUBallUM Makpo(daroB), BBIACISIOT JIU30COMaJIbHbIE (DEPMEHTHI, MOBPEXKIAIOT
COCYIIUCTYIO CTEHKY. YKa3aHHbIE MEXaHU3Mbl CIHOCOOCTBYIOT PpPa3BUTHIO
IPaHyJIEMBI.

3. Iloaenenue anmunenumpo@uibHpIX YUMONIAIMAMUYECKUX AHMUMEN
(AHILJA). AHIIA - 3710 reteporeHHasi MONyJISIIUs ayTOAHTUTEN, PEArupyrommnx ¢
pasnTuYHBIMA  (PEPMEHTAMH ITUTOIUIA3Mbl HEUTPODHUIIOB, B TEPBYIO OUYEpEIh C
MPOTEHHA30M-3, MHEJIONEPOKCHIa30H, pexe - JakTopepuHoM, KaTerncuHoM G u
npyrumu anturenamu. AHIIA nmeror Gonbiioe maToreHeTHYecKoe 3HaYeHUE Mpu

rpaHyigemaTto3e BereHepa (aHTUreH npoTeuHas3a-3), MHMKPOCKOIMYECKOM
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MoJIMapTepUnTE (AHTUTEH MUEJIOTIEPOKCHIA3a), AIIEPTUIECKOM (303MHO(DHIEHOM)
rpaHyJieMaTO3HOM aHruute (aHTUreHmuenonepokcuaasza). Ilpu  cucTeMHBIX
BACKyJlUTaX  MPOUCXOAUT  JKclpeccus  Ha  MemMOpaHe  HeUTpoduion
UTOIJIA3MAaTUYECKUX (PEPMEHTOB, KOTOPBHIE CTAHOBATCS JOCTYNHBIMU TSI
B3aumojiericteuss ¢ AHIIA. DOTo npuBOAUT K aKTUBAIMM HEUTPODUIIOB,
NPOAYKIIMM HMHM AaKTHBHBIX KHCIIOPOJHBIX PAJAMKaIOB W JM30COMAJIbHBIX
dbepmenToB. Bee 3T0 OBpekIaeT COCYIUCTYIO CTCHKY, HHIYITUPYET JTU3HUC KIETOK
supotenus. Kpome Toro, AHIIA B3auMMOAEUCTBYIOT HEMOCPEACTBEHHO C
SHIOTENINAIBHBIMU KJIETKAMU, KOTOPBIE TAKKE COJIepXkaT MPOTEHHA3y-3, Kak U
Heltpodunel. [lpy akTUBanMU HHAOTENUS UUTOKMHAMU (MHTEPICHKUHOM-1,
(dbakTOpOoM  HEKpo3a  ONyXOJih, O-UHTepPEpOHOM) HA e€ro MeMmOpaHe
JKCIIpeccupyeTcsi TpoTenHasza-3, ¢ Hed cBsas3biBaroTcss AHIIA. B pesynbrare
SHIOTENINI MOBPEKIAETCS, HA €r0 MOBEPXHOCTH MOSBIISIIOTCS MOJIEKYJbl aAre3un
(E-cenextuH, MoJekyna aare3uu-1), KOTOpbIE  BbI3BIBAIOT  MPUIUIIAHUE
HEUTPOPHIIOB ¥ TUMGOIUTOB K SHIOTEIUIO U CIIOCOOCTBYIOT MPOHUKHOBEHUIO UX
B TKaHHU.

4. Iloasenenue auHmMuIHOOMENUANbHLIX aHmumen. llpu  CHUCTEMHBIX
BACKYJIUTaX YacTO MNPOAYUUPYIOTCS AHTHUAHJIOTEIUAIbHBIE aHTHUTENA, KOTOpbIE
MOBPEXIAIOT KIETKU AHA0Teausl. OCOOEHHO BakK€H ATOT MEXaHW3M B Pa3BUTUU
0omne3Hu Kagacaku, rpaHyJjieMaro3a Berenepa. Mumenamu JUIA
AHTUPHJIOTEINATBHBIX AHTUTEN CIIyXaT 2 OCJKOBBIX aHTUIEHA: MpOTeWHasza-3 u
Ooerta2-rnukonpoTenH. Takue NUTOKUHBL, Kak (AaKTOp HEKpo3a OIyXOJH,
uHTepiaehkuH-1-anbda/oera, o.-uHTephepoH YBEIIMYUBAKOT  IKCIPECCHUIO
MPOTENHA3bI-3 B HHAOTEIHAIBHBIX KJIETKaX. AHTUAHIOTEIHAIbHBIE AHTUTEJA
BBI3BIBAIOT TOBPEKIACHUE DHAOTEIUANBHBIX KIETOK IMyTEM AaHTUTEI03aBUCUMOMN
[IUTOTOKCUYHOCTH.

5. Ilosgnenue anmumen Kk ¢pocghonunuoam. AntudochomunuaHbe

aHTUTENIA YaCTO OOHAPYKUBAIOTCS IPU CUCTEMHBIX BacKyJauTax. OHM MEPEKPECTHO
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pearupyroT ¢ 3HI0TEIHAIbHBIMEI OenkaMu (TpoMOoMoaynrHoM u Oenkamu C u S),
YTO CHOCOOCTBYET MOBBIIICHUIO KOATYJIUPYIOIINX CBOMCTB KPOBH.

6. Ilpooykuyus IHOOmenuem u mpomooyumamu
npoOmMuUE06060CNAIUMENLHBIX UUMOKUHOE. OHIO0TENNAIIbHBIE KJIETKH
BbIpa0aTHIBAIOT MHTEPIECUKUH-8 (OH AaKTUBU3UPYET HEUTPO(UIIBI, BBI3BIBAET
BBICBOOOXKJICHUE JIM30COMANbHBIX (EPMEHTOB, OOJAAAET XEMOTAKCHUYECKON
aAKTUBHOCTBIO); SHIOTEIUH (BBI3BIBAET Ba30KOHCTPUKIIUIO, IMOBBIIIAET arperanuio
TPOMOOLIUTOB, CHOCOOCTBYET COCYAUCTON OKKIIFO3UM); UHTEPJIEUKUH-1 (ydyacTByeT
B HMMMYHHOM BOCHAJ€HUHM). OTU UUTOKHUHBI NOAJIEPKUBAIOT HMMYHHOE
BOCIAJIEHUE COCYIUCTON CTEHKU. DTOMY IPOLIECCY CIOCOOCTBYIOT U TPOMOOLIUTHI,
CUHTE3UpYsl  pa3JIMyHble MEAMATOPbl  BOCMAJICHUS, KOTOpble  O0JagaroT
Ba30CMACTHYECKUMH, TPOMOOTEHHBIMHM, IPOTEOJMTHUYECKUMHU  CBOMCTBaMH,
aKTUBUPYIOT  KOMIUIEMEHT, B KOHEYHOM HTOr€ YCHIMBas HMMMYHHO-
BOCIIAJIMTENBHBIN IIPOLIECC B COCYIUCTON CTEHKE.

Hapsny ¢ nepeuucneHHbiMH  (yHAAMEHTAIbHBIMA ~ MEXaHU3MaMH B

BO3HMKHOBEHUM, CTAHOBJIEHHH W mnporpeccupoBannn CB BaxHas poib

OTBOJIUTCA TAKXKE:

— TpSAMBIM  BO3JEUCTBUSAM pPa3IMYHbIX HWH(QEKIHOHHBIX areHToB Ha

COCYIHMCTYIO CTEHKY;

— MHOT000pPa3HbIM JIOKAJIbHBIM U CUCTEMHBIM 3(eKTaM BbICBOOOXK1a€MbIX

BOCHAJIMTENIBHBIX MEIUATOPOB U LINTOKUHOB;

— KOAryJisI{UOHHBIM U Ba30CMACTUYECKUM HapyIIECHUSIM;

— TIpolleccaM B3aUMOJCHCTBUSL 3HIOTEIHABHBIX KIETOK U JIEHKOLUUTOB C

BBICBOOOKJICHMEM LIMPOKOIO CIEKTpa MnepeOpMUPOBAHHBIX U BHOBB

CUHTE3UPYEMBIX aJATr€3UBHBIX MOJIEKYJI

[ToBpexnaromiee BO3ACHCTBUE HA 3HAOTEIHAIBHBIE KIETKH CTEHOK COCY/IOB

MH(QEKIMOHHBIX areHTOB MOXXET SIBUTbCS BaXXHbIM (DaKTOpPOM TIaToreHesa

pasimunbix CB Benencreue:

— o0JieruyeHus 1EMOHUPOBAHUS UMMYHHBIX KOMIUIEKCOB;

— YCWJICHUS aAr€3UH U JIOKAJbHOUN Nponudepannu JIeHKOLUUTOB;
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— yBEIIMYEHUs OHKcopeccuu TeHoB Il kimacca TJ1aBHOrO  KOMILIEKCA
TUCTOCOBMECTUMOCTH, 4YTO  CIIOCOOCTBYET  YJIYYIICHHWIO TPE3EHTAIlUN
AHTUTEHOB Makpodaramu;

— TIOBBIIICHUS BICBOOOXKAEHUS BOCHIAIUTEIBHBIX IUTOKUHOB.

K uucny WHQEKIMOHHBIX areHTOB C YCTAaHOBJICHHBIMU MPSAMBIMU W/HWIIU
OMOCpEIOBaHHBIMU ~ TOBpexkaatomuMu  3pdekramu  npu CB  oTHOCAT
Streptococcus, Staphylococcus, Salmonella, Yersinia, Mycobacterium,
Borrellia burgdorferi, Pseudomonas, Varicella zoster, Hepatitis A, B, C,
Cytomegalovirus, Epstein-Barr virus, Parvovirus, Human Immunodeficiency
virus. Bo3HUKHOBEHHE U TPOTPECCHPOBAHUE BOCHAIUTEIBHOrO IMpoIlecca B
CTEHKaX COCYZOB COIPOBOXKIACTCS PA3BUTHEM KOMILIEKCA KOAryJIALMOHHBIX
HapyIlIeHUH, CTENEHb W BBIPAXKEHHOCTh KOTOPBIX Npu pasindHbix CB
3HAUUTEIFHO BapPBUPYIOT, CO3JaBasg IIMPOKUNA CHEKTP (OT YMEPEHHBIX 0
TSDKEJIBIX) HAPYIICHUM, acCOIMUPOBAHHBIX C PAa3BUTHUEM HUIIEMUYECKON WU
OKKJIFO3UPYIONIeH Backynomatuu. Beaymum (akTopoM, ONpeaestonmm
BO3HUMKHOBEHUE KOATryJIALIMOHHBIX HapyuieHuil npu CB, cunTaroT akTUBalUIO
SHJIOTEJIMAIBHBIX KJIETOK B TMPOILECCE BOCHAICHHUS C YBEJIMYEHHUEM UX
MIPOKOATYJITHTHON CITIOCOOHOCTH. JTO MPOSIBISETCA YBETUUCHUEM IKCIIPECCUU
TKaHEBOTo (akTopa, cBs3biBatomiero VIla gakrop cBepThiBaHUA; CHIYKEHUEM
AKCIPECCUU TPOMOOMOJIYJIMHA; TOBBIIIEHUEM CHHTE3a U YyMEHBIICHHEM
BBICBOOOKICHUSI MHTHOMTOpPAa TKAHEBOTO aKTHBATOpa TUIA3MUHOTEHA Tuma I.
BaxxHyo ponb B pa3BUTHM KOATyJISILIUOHHBIX HAPYIIEHUN IPU HEKOTOphIX CB
TaK)Ke€ WrparoT runeppuOpUHOrEeHEMUs, CHUXKEHHas (PUOpPUHOIUTHYECKAS
AKTUBHOCTH IIJIa3MbI, TPOMOOIIUTO3, TOBBIIIEHWE CHIBOPOTOUYHBIX YpPOBHEM
MPOIYIIUPYEMBIX TPOMOOIIUTAMHA [ | -TPOMOOTIIO0YITHHOB.

Bocnanenne CTeHKM cocyla XapaKTepU3yeTCsl AaKTHUBHBIM CHHTE30M U
BBICBOOOKJIEHHEM B  IHUPKYJSIUIO  Pa3HOOOpPA3HBIX  Ba30AKTUBHBIX
MEIMaTOPOB, OKa3bIBAIOIIUX CTUMYJHUPYIOIIEE BIUSHUE Ha TPOMOOTEHE3,
YCUJIUBAOLIUX XEMOTAKCHUC 151 nposmdeparnuto JIEUKOLIUTOB,

CHOCO6CTBYIOIHI/IX AKTUBAllMKM KOMINICMCHTA W YCHUJICHHIO IIPOTCOJIH3a U B
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KOHEYHOM UTOre YCYTyOJNSIOIUX TMPOLECCHl TKAaHEBOTO TOBPEXKICHUS.
Hapsany ¢ cexpeunen Ba30akTHBHBIX MEIUMATOPOB BAXKHYIO pOJIb B
CTaHOBJICHMM M NEPCUCTEHIMU BOCHAIMTEIBLHOTO npouecca nmpu CB orBomAT
B3aMMOJCHUCTBUIO  DJHIOTEIMAIBHBIX  KJIETOK M JICUKOUUTOB  C
BBICBOOOKJICHUEM UHIMPOKOTO CIEKTpa MepeOpMUPOBAHHBIX M BHOBb
CUHTE3UPYEMBIX  aHATE3MBHBIX  MoJieKyld.  KackajgHele — mporecchl
B3aUMOJICHCTBUSl  KOMIUIEKCOB  aJI€3MBHBIX MOJIEKYJ (CylepceMencTB
CEJICKTMHOB, WHTETPUHOB M JAPYTUX), B CBOI OYEpElb, JOMOIHUTEIBHO
CTUMYJIUPYIOT AaKTHBALMIO JIEUKOIMTOB M DJHJIOTEIMAJBHBIX  KIETOK,
CIIOCOOCTBYS Pa3BEPTHIBAHUIO HEKPOTH3UPYIOIIETO BOCHATICHHS U OKKIIIO3UU

COCYJIOB

Kaaccupukanus BackyantoB (o Tuncnou P. Xappucony)
|.CuctemMHbIE HEKPOTUUECKHE BACKYJIUTHI
A. Y3€JIKOBBIM IEPUAPTEPUUT
1.  y3enkoBbli nepUapTepUUT (KJIACCUUECKHI BApUAHT)
2.  MuUKpOmOIHaHTUUT
B. Cunapom Yepmxa-Crpoc
C. CMeniaHHbIN BaCKyJIUAT
Il.I'panynemaTo3 Berenepa
I11.['uranTOKIETOUHBIN apTEPUUT
IVV.Aoproaprepuut
V.I'emopparuyeckuii BaCKyJIUT
VI.Anneprudeckue BacKyJIUThI KOXKHU
A C y4dacTtueMm 3K30r€HHOr0 aHTUTEHA
1. JlexapCTBEHHBII BaCKYJIUT
2. CwiBopoTOYHAsi OOJIC3Hb
3. Backynut npu nHOEKIMOHHBIX OOJE3HIX
B. C y4yacTueM 3HJIOT€HHOTO aHTUTE€HA

1. TlapaHeoryacTUYECKUN BACKYIUT

90



2. Backynut npu peBMaTu4ecKux OOJE3HAX
3. Hpyrue BTOpUYHBIC BACKYJIUTHI
4. BackynuT npu BpOXJI€HHOM HEAOCTaTOYHOCTH KOMIIOHEHTOB
KOMILJIEMEHTA
VII.[Ipyrue BacKyIUTHI
A. bones3ns KaBacaku
B. IlepBuuHBIil HEMPOBACKYIUT
C. OOauTepupyromuii TPOMOAHTUUT
D. bone3ns bexuera
E. Ilpoune
OnTuManbpHBIN J1e4eOHBIN PEKUM, OLIEHKA MTPOTHO3a U UCcXOo/a 3a00JIeBaHuUs Yy
oonbHbix CB  0OasupyroTcsi Ha JIMHAMUYECKOM OIEHKE AaKTUBHOCTH
[aTOJOTMYECKOro mpouecca U (yHKIMOHATIBHOTO COCTOSIHUSL BOBJICUCHHBIX B
[ATOJIOTUYECKUI mpouecc opraHoB M cucrteM. C 3TOM ILENb0 IIMPOKO
ucnonsdyercs mkana BVAS (Birmingham Vasculitis Activity Score —
bupMmuHreMckasi mikansa akTUBHOCTHM BacKyiuTa), a Takke wuHiuekc VDI
(Vasculitis Damage Index — wHIOEKC TOBPEXICHHUS TpPH BaCKyJIUTax),

IMPCACTABJICHHBIC HUXKC
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Tadnuya 1. BUpMHUHreMCKMA MHOEKC KNMHMYecKoW aKkTMEHocT CB

1. CHCTEMHBIE NPOABNEHMA Bannsi | 4. NOP-opraws Banne | 7. MeENyNO04H0-KHIWEHBIA TPAKT Bann
1. Muanruw' apTpanrtuw’ apTpuT 1 1. BelOENeHMA/ZATPY. HOC. Jabiaxun 2 1. bone B suBOTE 3
2. Nwoopagka (<38,5°C) 1 2. CuHycuT 2 2. Kpoeagan guapeq [
3. Nuxopagka (=38.5°C) 2 3. HOCOBOE KPOBOTEHEHME 4 3. VHDAPKT KMLLIE4HNED ]
4_TIDTEPA MACCH! TENA (<2 KT) 2 4. KDOBRHRIE KOPOHKM B HOCY 4 4. NaHKpeATHT/NEPHOPALMA H_N. ]
5. MOTEPA MACCH! TENA (=2 &) 3 5. BuifENEHMA W2 YILER 4 MAKCHMANGHD: 3
MAKCHMANBHD: 3 6. CpEOHWA OTWT 4 B. Mowkw Bannk
2. KDHBIE NOKPOBEI Bannai | 7. Tmyxoma G 1. Owactonw4eckos A= 90 mm proTr.| 4
1. Mypnypa’ opyroR BACKYNMT KOHM 2 3. (prnNNOCTE NAPKWHIMT 2 2. NMpoTensypud (=10 ik = 0,2 1'c) 4
2. 3Bkl 4 9. GTEHO3 ropTasm B 3. Tematypud (=13pan=0,23p./mn) ]
3. Mamrpexa [ MAKCHMANEHO: B 4, Kpearuand 125-249 Memons/n &
4 rﬂ"‘;ﬂitsgm““ble TaHTpEHL 6 5. Merxue Bannw | 5. Kpearuans 250-493 memonen 10
MAKCHMANEHD: B 1. Ofpiwka’ acTMa 2 &, Kpearnand > 500 mMemonen 12
3. CnuancTwe obono4xw/ rnasa Banmel | 2. Vaenku unn wbpoa 2 i E:ﬁg:;ﬂp;rél;c;:ﬂmmhh 12
1. H2Bki NOROCTM pTa 1 3. VHunsTpaT 4 MAKCHWMANbHD: 12
2. H2BkI NONDBEL: OPraHOe 1 4. KpoaoxapkaHue 4 9. Hepexaa CHCTEMA Banne
3. KOHBEDHKTHBMT 1 5. MneBpaneHsiA BeINOT NNEAPKAT 4 1. Opraxu4eCkue HapyweHus, 3
JEMEHLIMA
4 INUCENEPUT/ CRNBPMT 2 B. Tero4HOE KPOBOTE4SHKE [ 2. Nepupepw4eckan HERPONATHA [3
5 Waeur g MAKCHMANEHD: B 2 E;:;ig;::”bm ABHTATENLHLI 9
6. OTEK/ remOpparii CET4aATEM [ 6. CEpeyH0-COCYAMCTAA CHLTEMA Bannw | 4. Cygoporm ]
7. PerTpo-0pBMTANEHAA TPasyNEMA [ 1. Whymed 2 5. MHcyner 9
MAKCHMAN BHD: 6 2. OTCy TCTEME MyNbCA 4 . MOpamEHHE CIWHHOMD MO3MA 9
3. ADpTansHaA HEQOCTATO4HOCTE 4 MAKCHMANKHD: 9
4. MMepukapaut 4
5. OUM B
B. HK/ skapimoMuonania G
MAKCHMANEHD: B
(6WaA MaKCHMANLHO ED3MOMHAR CyMMa bannoe: 63
bupmunremckui
Kimangeckas
MHJIEKC XapakrepucTuka
daza
AKTHUBHOCTHU
OTcyTCTBHE NPU3HAKOB KIIMHUYECKON
HOJIHaSI dAKTHUBHOCTU U HCO6XOILI/IMOCTI/I B TCpalluu
0- 1 Gayn
pemMuccus [P HOPMaJIbHOM ypOoBHE C- PEaKTUBHOTO
OeJika.
YMeHbIIeHrE B pe3yIbTaTe TPOBOAUMOrO
YacTtuyHas
50% OT UCXOQHOIO JICUEHUS UHJEKCA KIMHNYECKON aKTUBHOCTH
peMuUCCHU
Ha 50% OT HCXOTHOTO.
Jlerkoe [TosiBNEHNE KIIMHUYECKUX MTPU3HAKOB
< 5 6amoB
obocTpeHue 3a00J1eBaHUsl C YBEJIIMYEHUEM OOILIEH CyMMBI
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OaJuToB 10 5.

BoBrnedenune B BOCTIATUTENBHBIN MPOIIECC
’KU3HEHHO BaYKHBIX OPTAHOB MJIA CUCTEM
Tsoxenoe (nerkux, nmouek, [ITHC, cepaeuno-
> 6 OasioB
obocTpeHue COCYJIUCTOM CUCTEMBI), UTO TpeOyeT

IMPOBCACHUS dKTUBHOI'O IATOTCHECTUYCCKOI'O

JICUCHMUS.

Y3eJKO0BbIM IOJUAPTEPUUT — OTO CHCTEMHBIM HEKPOTU3UPYIOIIUI
BaCKYJIUT — 3a00JI€BaHNE apTepUil CPETHET0 U MEJIKOTro Kajauodpa 0e3 BOBJICUEHHUSI B
MATOJIOTMYECKHUI IPOLECC apTeproIl, KalWLIIPOB U BEHYJI. JaHHBII NOJUAPTEPUNAT
ObL1 BriepBhIe onucad B 1866 1. Kyccmaysnem u MeitepoMm. 3a0oseBanue mpoTeKaeT
c o0Opa3oBaHMEM aHEBPU3M COCYIOB M BTOPUYHBIM IOPAKEHUEM OPraHOB U
CUCTEM. XapaKTEepHBbI NPHU3HAK Y3E€IKOBOIO IEpUAPTEPUUTA — TIOPAKEHUE
apTepuil BHYTPEHHHUX OpraHoB, Ipexzae Bcero mnodek. Cocynpl MaJoro Kpyra He
CTPaJal0T, HO BO3MOXXHO TMOpaXEHUE OpOHXHUAIBHBIX apTepuil. ['paHynemsl,
HO3MHOPUINS U CKIOHHOCTh K aJJIEPTUYECKUM 3a00J1€BaHUSAM JIs1 KJIACCUYECKOTO
BapUaHTa Y3€JIKOBOI'O nepuapTepunTa HEXApPaKTEPHBI. Hpyrum
pacnpoCTpaHEHHBIM Ha3BAHUEM 3TOT0 3a00JI€BaHUS SBISETCS TEPMUH «Y3E€JIKOBBIM
nepuaptepuut. [lo MKB-10 — M30 — y3enkoBbIif MOTUAPTEPUUT U POJICTBEHHBIC
COCTOSIHHUSI.

ONUIEMHUOJIOTHS. Y3€JKOBBIM TOJIUMAPTEPUUT — BCTPEUACTCS HE YacTo,

MO3TOMY €T0 3MHUIEMHUOJIOTHS U3yuyeHa HeOCTaTOuHO. EykeroqHo perucrpupyercs
0,2-1 HoBBIN ciydait Gone3nn Ha 100 Thic. Hacenenus. bone3nb HaunHaeTcs B
cpenneM B 48 mer. MyXuuHBI OOJICIOT Y3€IKOBBIM IMOJHMAPTEPUUTOM B 3-5 pa3
yaiie, 4eM KEeHILUHBI.

OTHOJIOTUSL W TATOT€HE3 Y3€JIKOBOTrO TnojmapTepuuta. B pa3Butuun

Y3CJIKOBOT'O IMOJIMAPTCPUNTA MOKHO BbISIBUTH ABA CYIICCTBCHHBIX (baKTopa:
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. HETIEPEHOCUMOCTb JICKAPCTB
. NepPCUCTUPOBAHUE BUpyca remnarura B.

N3BectHO okono 100 mpemapartoB, ¢ KOTOPBIMHA MOYKHO CBS3aTh Pa3BUTHE
Y3€JIKOBOTO MOJuapTepuunTa. JIekapCcTBEHHBIN BaCKyJIUT Yalle BCETO Pa3BUBAECTCS
y JIMI] C OTSTOLIEHHBIM aJUIEPTHYECKUM aHAMHE30M.

bonwmoe BHuManue ynensercs BupycHoi uHpeknuu. Y 30-40% OOIbHBIX
y3€JIKOBBIM TIOJIMAPTEPUUTOM OOHAPY>KUBAECTCS B KPOBHU IMOBEPXHOCTHBIN aHTUTEH
renatuta B (HBsAg), wim nMMyHHBIE KOMITTEKCHI, BKFodarone HbsAg, a Taxke
npyrue anturensl renatuta B (HBeAg) u anturena k antureny HBcAg, koTtopsrii
oOpazyeTcsi pu peruimkanuu Bupyca. Bupyc rematuta C obHapyxuBaiot y 5%
OOJBHBIX TEPUAPTEPUUTOM, HO €r0 MATOr€HETUYECKAsl pOJIb IOKA HE JOKa3aHa.

Nmerorcst (akThl, rOBOpALIME O T'€HETUYECKOM MPEApacHoOKEHHOCTU K
Y3€JIIKOBOMY TOJIMAPTEPUUTY, XOTs ¢ onpeaeiacHHbiIM HLA-aHTUTeHOM CBA3b HE
YCTaHOBJICHA.

B marore’ese = y3e€JKOBOIO  IMOJHUAPTEPUUTA  UMEIOT  3HAYCHUE
MMMYHOKOMIUIEKCHBIA TIPOLIECC Y THUIIEPYYBCTBUTEIBHOCTh 3aMEJICHHOIO THIIA,
OpU KOTOPOHM Benyllyl0 pojib WUrpatoT JUMGOHIHBIE KIETKM U Makpodaru,
oTMmeuaerca Hapyuienue ¢yHkuuu T-nmumpouuntoB. HalineHbl 1UpKyJIUpyroIIne
uMMyHHbIe KoMmIuiekchl (LIUK), B cocTaB KOTOpBIX BXOAMUT aBCTPAIUUCKHUI
aHTUIeH. DT UMMYHHBIE KOMIUJIEKChl OOHapYy>KEHBI B COCYJaX, MOYKaX U JAPYTUX
TKaHSX.

HaTOMODd)OJIOFI/IH Y3CJIKOBOTI'O ITOJIMAPTCPHUNUTA

JInst y3eJIKOBOTO MeprUapTepurTa XapaKTEpPHbl BOCHAJIEHUE U HEKPO3 MEJIKUX
U CpeAHUX apTEepUil MBIIIEYHOTO THUIIA, IPUYEM B MPOIECC BOBJICUCHA BCS CTCHKA
cocyzia; B HEH MPOUCXOAT Bce (pa3bl pa3BUTHUS TOBPEKICHUS COSTMHUATEHHOMN TKAHH.
B nanbHeiiiiemM B 3THX K€ 30HaX MOSIBISETCS BOCHAJIUTENbHAS KJIECTOYHAs
UHOUITBTpAIs BCEX CJI0EB CTEHKH cocyna, OCyLIECTBIsIEMAs
NOJIUMOPGHOSACPHBIMU  JICHKOIIUTAMH € TPUMEChIO D03UHO(MUIIOB, KOTOpas

3aMCHSCTCA I/IH(l)I/IJIBTpaHI/Ief/'I J'II/IM(i)OLII/ITaMI/I N INIa3MaTHYCCKHUMHU KIICTKaMU.
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Hcxon storo mporecca — ¢GuOPO3 CTEHKH COCyJa, YTO BEIET K O0Opa30BaHUIO
aHEBPU3M JUaMETPOM 10 1 cMm.

Aprepun cTpajaroT HE HA BCEM MPOTSHKCHUM, Yalle MOPaKaroTCs MecTa
BETBJICHHUS.

Tak Kak mpouecc CerMeHTapHbIi, TO MEXAY MHUKPOAHEBPU3MaMU HMEHOTCS
HEIOBPEXKICHHBIE YYACTKH COCYIa. DTU U3MEHEHHUS COCY/1a BBI3BIBAOT IIOPAKEHUE
COOTBETCTBYIOILIETO OpraHa, a TMOpaKeHWE HWHTUMBI, ee mpoiudepanus -
ciocoOCTBYIOT TpoMOo3am. HapyuieHne mnpoxoguMocTH cocyda BEAEeT K
uHpapKTaM B COOTBETCTBYIOIIMX OOJAcTsIX, HayuHAs OT TIOYEK, KOHYas
uH(papkToM MHUOKapaa. Ha mpoTsbkeHHH OJHOro COCyJa MOXHO BCTPETUTBH BCE
CTaauM Iporecca. BocrnamuTensHbId IPOLIECC MOXET PacHpoCTpPaHAThCS Ha
Onusnexane BeHbl. llopaxeHue BEeHyl HEXApaKTEpHO M TOBOPUT B IMOJIb3Y
MUKPOIIOJIMAHTUUTA UM CMEIIaHHOTO BacKyauTa. Ha ocTpoii ctanuu 3a0oneBanus
— BCE CJIOM COCYIUCTOM CTEHKH U NpUISKAIIUE TKAHU HHQUIBTPUPOBAHBI
HeUTpoduiiaMH, 4YTO BBI3BIBAET Mposivdepannto HHTUMBL. Ha mnopoctpoil u
XPOHUUYECKON CTaausiX - B MHPWIbTpaTe MOSBISIIOTCS JuMponuTsl. Pa3zBuBaercs
(GUOPUHOUIHBI HEKPO3 COCYIUCTOM CTEHKH, IIPOCBET COCyAa CyKaercs,
BO3MOXXHBI TpOMO03, HWH(GApPKT MHUTAEMbIX MOPAXEHHBIM COCYJOM TKaHEM,
KPOBOUBIIUSHUSA. 3a)KUBJIEHUE — CONPOBOXKIAETCS (PUOPO30M U MOXKET MIPUBECTU K
erie OoJIbIIEMY CY>KEHUIO MPOCBETA, BIJIOTh JI0 OKKITFO3HI.

B mnpoumecc MoOryr BOBIEKAaTbCsi MHOTHE OpraHbl; KIMHHYECKas |
TUCTOJIOTUYECKAs] KapTHHA 3aBUCUT OT JIOKAJIM3ALMKU TMOPAXKEHHBIX COCYAOB U
TSOKECTM HILEMUYECKOro MOBpexkIeHus: TkaHed. Kak yke roBopuioch, npu
Y3€JIKOBOM TOJHAPTEPUUTE COCYIbI MAJOro Kpyra He CTpajaloT, a OpOHXHaIbHbIE
COCYIbl TIOPAXKAOTCS HEYACTO, B TO K€ BPEMS MPU MUKPOIOJUAHTUUTE B JETKUX
yacTo ObIBaeT KamwuIipuuT. [lopaxkeHue moyexk mpu y3eaKOBOM MOJUAPTEPUUTE
XapaKTepu3yeTcs apTepuuToM 0€3 TrioMepynoHedpuTa; MHUKPOIOIHNAHTUUTY,
HAIIPOTHUB, CBOMCTBEHEH TIIOMEPYIOHEPPUT. Y OOJIBHBIX C TSKEION apTepUATIbHON

TUNIEPTOHUEN, KaK MPaBUIIO0, UMEETCS TJIIOMEPYJIOCKIEPO3, HHOT/IAa B COUETAHUU C
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riomepynoneppuroM. Kpome TOro, B pa3iMuHBIX oOpraHax OOHapy>KHUBAIOT
IIOCJIEACTBUS CAMOU apTEPUAIBHON TMIIEPTOHUN.

Knunnueckue IIPOABJICHUA Y3CJIKOBOI'O IMTOJIMAPTCPHUHUTA

CucreMHOCTh  3a00JI€EBaHMSI  NPU  Y3€IKOBOM  [OJUAPTEPUUTE  —
MPOCIEKUBACTCA C CAMOr0 Hayana ero KiumHu4yeckod manudecranuu. [Ipoiecc
HAYMHAETCS MOCTENEHHO, PeXe OCTPO (IOCie MprueMa HEKOTOPBIX JIEKAPCTBEHHBIX
MpenapaToB), ¢ JUXOPAJIKU, MUAITUNA, O0JEH B CycTaBaX, KOKHBIX BBICHIITAHUN U
noxyaeHusi. HMHorma ne0lOT HANMOMHMHAET PEBMATUYECKYIO IOJUMUAITHIO.
Jluxopaaka WMeEEeT MECTO y TOJABISIONIET0 OOJIBIMMHCTBA OO0NMbHBIX. OmHAKO
JUTUTEILHOE HW30JIMPOBAHHOE TMIOBBIIICHHE TEMIIEPATyphl TMPU  Y3EJIKOBOM
noJIapTepunTe — HaOMoAaeTcss penko. B Havane 3a0oneBaHus XapaKTEPHO
BBIPAKEHHOE MOXY/ICHUE BIUIOThH 10 KaXEKCUU. 3HAUUTEIbHAs MOTEPSI MacChl Tela,
KaK TMpPaBUIIO, CBHUJIETEILCTBYET O BBICOKOW aKTHUBHOCTH OOJIE3HH. APTPHT,
apTpairTui ¥W MHUHQITUA  BeTpedaTess y  65-70% OONbHBIX — y3€ITKOBBIM
MOJMAPTEPUUTOM M YacTO CBA3aHbl C BOCHAJICHHEM COCYJIOB, CHa0Xarolux
KPOBBIO TIOTIEPEYHO-TIOJI0CATYIO MYCKYJIATypy U CyCTaBbl. TUMMYHBI MHTEHCHUBHbBIE
0071 B MKPOHOKHBIX MBIIIIAX, HHOT/Ia BIUIOTH 10 00C3IBMKMBAHUSA. APTPAITUU
BCTpEYaroTCsl yaie B AeOroTe OosiesHu. [IpumepHO B uUeTBEPTH ClydyaeB HUMeEET
MECTO TPAH3UTOPHBIN, HEAEHOPMUPYIOUUNA APTPUT C MOPAKEHUEM OJHOTO WITU
HECKOJIbKUX cycTaBoB. [lopakenue koxxu HaOmomaercs y 40—45% OoJbHBIX, U
MOXXET OBITh OJIHUM W3 TIEPBBIX MPOSBICHUA Y3€JIKOBOTO TOJHAPTEPUUTA.
XapakTepHbl: COCyAMCTas MamyJioneTexualbHas Mypnypa, pexe - OyJuie3Hble U
BE3UKYJIe3HbIC BhIChINaHus. [10/1KOKHbBIE y3eTK1 00OHAPYKUBAKOTCS PEIKO.

[TonuueiponaTus Mpu y3eJIKOBOM IMoHapTepuuTe — Berpevaercs y 50-60%
OOJBHBIX. DTOT CHHAPOM OTHOCHUTCS K YHCITY CaMbIX YaCTBhIX U PAHHUX MPU3HAKOB
3a0oneBanus. KimHuyecku HeWpomaTHsl MPOSBIAECTCS WHTCHCHUBHBIMH OOJSMHU U
napecte3usmMu. MlHorja MBUraTeabHbie PacCTPONCTBA MPEIIIIECTBYIOT HAPYIIICHHIO
YyBCTBUTEJIIBHOCTH. Hepenko  oTMmedaroTcs  ToJioBHbIe  Oonu.  OmnucaHbl
TUTIEPKUHETUYECKUN CHHAPOM, HH(APKTHI MO3ra, Te€MOPpParuyecKuii WHCYIIBT,

IICUXO3HbI.
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[Topaxenne mouexk Habmomaercss y 60-80% OONBHBIX  Y3€IKOBBIM
nosapTepuToM. Ilo COBpEMEHHBIM MPEICTAaBICHUSAM MPU KIACCUYECKOM
y3€JIKOBOM TMOJIMAPTEPUUTE — TMpeo0dafaeT COCYIUCThIA THI MOYEYHOU
naToyiornd. BocnanuTenbHble  U3MEHEHMs, KaK OpaBWIO,  3aTparuBaroT
MEXIOJIEBbIE apTepuu M peako aprepuoisibl. [lojmararoT, YTO pa3BUTHE
riioMepyJoHeppuTa — HEXapaKTepHO [JIsi 3TOro 3a0oyieBaHUST M HAOIIOJaeTCs
[JIaBHBIM 00pa3oM IMpU MHUKPOCKONMYECKOM aHruuTe. bpicTpoe HapacTtaHue
MOYEYHON HEIOCTATOYHOCTH OOBIYHO CBS3aHO C MHO>XECTBEHHBIMH HH(papKTaMu
nouyek. Hanbosiee 4acTbiMu NMpU3HAKaMU MOPAXKEHUS MOYEK NPH KIACCUYECKOM
y3€JIKOBOM IMOJIMAPTEPUUTE SIBISIOTCA YMEPEHHAs IpoTenHypus (motepst Oenka < 1
r/cyTku) U Mukporemarypus. [lociennss paciuieHuBaeTcs Kak NpU3HAK aKTUBHOCTH
Oooneznn. HaOmronmaercs Takxke He CBA3aHHas C MOYEBOM MHQEKIHEH
JAeKouuTypus. ApTepuanbHas TMIEPTEH3Usl PETUCTPUPYETCS Y TPETH OOJIbHBIX.

[TpusHaku mMoOpakeHUs CepAeYHO-COCYAUCTOM CHCTEMbl HAOIIOAAIOTCS Y
40% OOJBHBIX Y3EJIKOBBIM MOIUAPTEPUUTOM. OHU MPOSBISIIOTCA TrUNEpTpoduen
JIEBOTO XKEJIyA0UYKA, TAXUKAPAUEH, HAPYIICHUSIMHU cepedHOoro putMa. Koponapuut
IPU Y3€JIKOBOM IMOJHAPTEPUUTE MOKET MPUBOAUTH K PA3BUTHUIO CTCHOKAPIUU U
unpapkra muokapnaa. [lopaxenne XKT — Becbma xapaktepHas W HamOoJiee
Tskenas (opMa OpraHHOM MATOJOTMU TPU  Y3€JIKOBOM  IOJUAPTEPHUUTE.
Bcerpeuaercs npu y3enkoBoM nonuaprepunte B 44% cimyvaeB. KnuHudecku OHO
HanOoJIee YacTO MPOSBIIIECTCS TOIIHOTOW M PBOTOM. bonu B )kuBOTE HAOIIOMAOTCS
IMPUMEPHO y TPETU OOJIbHBIX Y3E€JIKOBBIM MOJUAPTEPUUTOM, UX Pa3BUTHUE OOBIYHO
0OyCJIOBJIEHO MILIEMHEN TOHKOTO, PEXKE IPYTUX OTAEIOB KUIIEYHHUKA.

Wnorga 3aboneBanne MaHU(ECTUPYET C KIMHUYECKOW KAPTHUHBI OCTPOTO
KUBOTA C SBJICHUSMU MEPUTOHHUTA, OCTPOrO XOJEUUCTUTA WM AIIMEHIULNTA.
Juddysapie 60711 B KUBOTE B COUETAHUU C MEJICHOM BCTpEYAIOTCS MPH TpomOo3e
ME3EHTEPUAIIBHBIX COCYJIOB.

[TonoBeie OpraHbl — NOPAXKAKOTCA MPHU Y3€JIKOBOM NonuaptTepunute — B 25%
ciydaeB. [lopaxenue mnposiBisieTcs OOJbI0O B MOILOHKE, OONbIO B MpUIATKaX

MaTku. MoKHO YKa3aTb TAaKKC W Ha IMOPAaXCHHUC IMCUCHH, I'J1a3 U T.A. Bo3MoxHO
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JIOKAJIbHOC IPOSABJICHHUC Y3CJIKOBOI'O IIOJIHUAPTCPUUTA 0e3 CUCTEMHOTI0 MOpaAKCHUA,
XO0Ts HAJIUYHC ITOCICIHET O OoJiee TUITUYHO.

JIMarHocTHka y3€JIKOBOI0 MOJUAPTEPUUTA

JIaGopaTopHble U3MEHEHUS MTPH Y3EIKOBOM IMOJIUAPTEPUUTE HECTIEUU(DUUHBI.
OOBIYHO OTpEeNACTCA:

« yckopenue COD,

e JICUKOLIMTO3,

e TPOMOOITUTO3,

o yBenuueHue koHueHTpauuu CPb,

e YMEpEHHasi HOPMOXPOMHAas aHEMUS,

o peako 303uHO(HINS, KOTOpas Oosiee xapakTepHa ajisi cuaapoma Yapra-Crpoca,

o TOBBITICHUE KOHIEHTpanuu 1I[® u medeHOYHBIX (PEPMEHTOB MPH HOPMATHLHOM
ypOBHE OMIMpPYyOUHA,

o BBIpRXCHHas aHEMUus, KaK TMpaBWIo, HaOMOIaeTca TMPU YPEMUU WIH
KPOBOTCUCHHH,

o cHwkeHue C3 u C; KOMIIOHEHTOB KOMIUIEMEHTA KOPPEIUPYET C MOpaKeHHUEM
MTOYCK, KOKU M 00IICH aKTUBHOCTBIO OOJIC3HH,

o HBsAg BrisiBIIsieTcs B CBIBOPOTKaX y 7-63% OONBHBIX,

e YACTO BCTPEUAIOIIUMCS, HO HE TATOTHOMOHUYHBIM MPU3HAKOM KJIACCHYECKOTO
Y3€JIKOBOT'O MOJUAPTEPUUTA SABIISIIOTCS aHEBPU3MBbI U CTEHO3 apTEPUl CpEeTHETO
kanmubpa. Pasmep cocymucthix aneBpusm BapbupyeT or 1 no 5 mm. OHu
MPEUMYIIECTBEHHO JIOKAJU3YIOTCS B apTEPHUSAX IMOYEK, OPBIKCHKH, TICYCHH M

MOTYT Mcue3aTh Ha (GoHe 3PPEKTUBHON Tepanuu.

VY OONBbHBIX C MOpPaKEHHWEM MOYEK MPU HCCIEJOBAaHMM MOYEBOIO OCajKa
MMEIOT MECTO: yYMEPEHHas NPOTEHHYpHUs, remarypus. l[loamapTepuuT DOJKEH
UCKJIIOYAThCsl - y BCEX OOJBHBIX C JIMXOPAJKOW, MOXYACHHEM M NpHU3HAKaMU
MOJIMOPTaHHOTO MOPAKEHHUS (COCyIHUCTas IMypIypa, MHOKECTBEHHBII MOHOHEBPHUT,
MOYEBOM CHUHAPOM). J{JIsl MOCTAaHOBKM JMArHO3a y3€JIKOBOIO MOJUAPTEPUUTA, Kak

MpaBujIo, HaApAAdy € KIIMHUWYCCKHUMH JTaHHBIMU, HGO6XO,[[I/IMO u MOp(I)OJ'IOFI/I‘-IeCKoe

98



MOATBCPIKIACHHUC. I/ICCHeI[OBaHI/Ie KO’KHOrO OuomnTara II03BOJSET BBIIBHUTH
MOPpAKCHNEC MCJIIKMX COCYAOB, HO 3TOT IPU3HAK HCAOCTATOYHO cneumbnqu Hn HC

BCCTa KOPPCIHUPYCT C CUCTCMHBIM IMOPAXKCHUCM COCYIOB.

JInarHoCTUYECKHE KPUTEPUM Y3EIKOBOTO MOJUApPTEPUUTAa AMEPUKAHCKON

KOJUIETUU PEBMATOJIOTOB:

1. Tloxyaenue > 4 kr (moTeps Macchl Tejla ¢ MOMEHTa Havalia 3a00eBaHus Ha 4 KT
1 OoJiee, He CBs3aHHAs C OCOOCHHOCTSIMU MUTAHUS U T.1I.).

2. Ceruaroe nuBeno (MATHUCTBIE, CeTYaTble HM3MEHEHMSI PHUCYHKa KOXU Ha
KOHEUHOCTSX U TYJIOBUIIIE).

3. bomb wnmm OOJE3HEHHOCTh sWYEK (OmlymeHne Oo0au Wi OOJE3HEHHOCTH B
SAUYKaX, HE CBA3aHHOE ¢ MH(EKIMen, TPaBMOM U T.1.).

4. Muanrum, crabocTh WM OOJC3HCHHOCTh B MBIIIIAX HIDKHUX KOHCYHOCTCH
(muddy3Hble MUANTUH, UCKITIOYAs TUICYEBOM TMOSIC UM MOSICHUYHYIO 00JIacTh,
CJ1a00CTh MBIIII WM 00J€3HEHHOCTh B MBIIIIIAX HIKHUX KOHEYHOCTEH).

5. MoHOHEBpUT  WIM  NOJHMHEHponaTuss  (pa3BUTHE  MOHOHEWpoONaTuw,
MHO>KECTBEHHON MOHOHEHPOIIATUN WUITU TIOTMHEHPOTIATHH ).

6. uacrommueckoe gaBieHue > 90 MM pT.CT.

7. TloBblllieHME MOYEBUHBI WM KpEaTUHWHA KPOBH (TIOBBIIIEHUE MOYEBUHBI >4(
Mr% wiaum KkpeatuHuHa > 15mMr%, He CBA3aHHOE C Jeruaparanued Win
HapyIICHUEM BbIJICJICHUS MOYH).

8. Undexuus Bupycom remnatura B (Hanmuume HBsSAg unm anTtuten k BUpPYCY
renatuta B B CBIBOPOTKE KPOBH).

9. Aprepuorpadudeckue u3MeHEHUs (aHEBPU3MBI WM OKKJTIO3MH BUCIIEPATBHBIX
apTepui, BBISBISEMbIE TIPU aHTHOTpauu, HE CBA3AHHBIE C ATEPOCKIEPO30M,
GbubpoMacKynsipHOM ~ aucCIIa3ueid W JIPYTMMH  HEBOCHAJUTEIbHBIMU
3a00JICBaHUSIMU ).

10.buonicusa: HeWTpopuiabl B CTEHKE MEIKHMX W CPeIHHX  apTepui
(TUCTOJIOTMYECKHME  U3MEHEHHUs, CBHUJACTEILCTBYIOIIME O  MPUCYTCTBUU
rPaHyJIOUUTOB WJIA TPAHYJOLMUTOB U MOHOHYKJICAPHBIX KJIETOK B CTEHKE

apTepuit).
99



Hanmnuume y OonbHOTO Tpex u Oosiee JMIOOBIX KPUTEPUEB TO3BOJIIET
MOCTaBUTh JMATHO3 Y3E€JIKOBOIO MOJUAPTEPUHUTA C YYBCTBUTEIBHOCTBIO 82,2% u
cnenuuaHoCThIO 86,6%.

Jnddepennmanpaas [MarHOCTUKA.

o Kiunnueckue npusHaku, HaONIOAAaeMble IPU CUCTEMHBIX BACKYJIMUTAX,
BCTPEUAIOTCS [IPU CUCTEMHBIX 3a00JIEBAaHUSAX COCAMHUTEIBHON TKAHU (BKIHOYAs
anTuocHoMMMUIHBIA CUHAPOM), UHPEKIUIX (MHDEKIHMOHHBIA 3HIOKApIUT,
cupuInc, Ipyrue CUCTEMHbIE HHPEKLNN) U OMYyXOJsaX (MpeacepaHas MUKCOMa,
mumponponudepaTUBHBIE OMYyXOIH W JIp.), TSDKEIOM aTepPOCKICPOTHICCKOM
MOPAKEHUU COCYJIOB.

o HeoOxoaumMocTh B CBOEBPEMEHHOIN JUArHOCTHKE 3a00J€BaHMs MPOJUKTOBAHA
NOTPEOHOCTBIO B PaHHEM ([0 pa3BUTHUS HEOOPATHMOIO MOPAXKEHUS KU3HEHHO
BaYXHBIX OPTaHOB) Ha3HAUEHUU arpecCUBHON TepaIuu.

o CucreMHbIe BaCKYyJUTHI TOJKHBI UCKIIIOUATHCS Y BCEX OOJIBHBIX C JIMXOPAJIKOH,
NOXyAaHUEM U PU3HAKAMU MOJUOPTAHHOTO NOpaXKeHus (CocyaucTas mypiypa,
MHO’KE€CTBEHHBI MOHOHEBPUT, MOUYEBOW CUHIPOM).

TeueHre y3€IKOBOTO MOJIUMAPTEPUUTA OOBIYHO TSDKENIOE, TaK Kak
NopaXkaroTCcsl MHOTHE KM3HEHHO BaXkHbIe opranbl. [lo TemMnam pa3Butust 60Je3HH,
IPOrPECCUPOBAHUS  Y3€JIKOBOIO MOJUAPTEPUUTA MOXKET ObITh pa3iIndyHbIM. B
OLICHKE aKTHUBHOCTH OOJI€3HU, KpOME€ KIMHMYECKHX [aHHbBIX, UMEIOT 3HAuCHHE
7abopaTopHble TOKa3aTesld, XOTSs OHUM U Hecnenuduuuel. OTmeuaroTcs
yckopeHHass COD, IeWKOLMTO3, 303MHO(PWINS, HApaCTaHHE Y-TJIOOYJIMHOB,
noBbimaercs konmuectBo LMK, cHmkaeTcs coaepkaHnue KOMILUIEMEHTA.

[IporHo3 npu y3eJIKOBOM IOJIMAPTEPUUTE (VBCJ'IKOBOM HG‘DH&DTGDHHTG)

Kak mpm y3enkoBoM mepwapTepuuTe, TaK W TMPH MHUKPOIIOJIHMAHTHHUTE B
OTCYTCTBHUE JICUEHHUS MPOTHO3 KpaitHe HeOmarompusTeH. boje3Hb mMpoTekaeT uiu
MOJIHUEHOCHO, WJIA C TEePUOAMYECKUMHU OOOCTpeHHSMU Ha (POHE HEYKIOHHOTO
nporpeccupoBanusi. CMepTh HACTymaeT u3-3a IOYEYHOW HEJOCTAaTOYHOCTH,
nopaxkenus JXKT (ocobenno nnHpapkTa KuiiedyHruka ¢ nepdoparueii), cepaeaHo-

cocyauctoil natonoruu. [lopaxxenune nouek, cepaua u HHC gacto ycyryonsercs
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3a CYET YIOPHOM AapTEpHAIIBHOW THUIIEPTOHMH, C OTUM CBS3aHbl M IO3JHUE
OCTIO)KHEHUS, KOTOpble OBIBAIOT NpUYMHOW cmepTu. be3 newenus 5™
BBDKUBAEMOCTh - 13%, npu JieueHnn TIIIOKOKOPTUKOUIaMU - ripeBbimaeT 40%.

JIeueHue y3eJIKOBOT0 MOJIMAPTEPUUTA

Heo6xoaumo coueranue ['KC ¢ mnukinopochamMuoM UM a30THONPUHOM.
[Ipu akTUBHOM MpoOIECCe NUTOCTATUKU MPUMEHSIOT U3 pacyeTa 3-2 MI/KI' MaccChl
tena Ha ¢one 20-30 mr npemuuzonona. [lomyduB ompeneaeHHbIN KIMHUYECKUN
s dexT, He0OX0IMMO AepKaTh OOJBHBIX Ha MOACPKUBAIOIICH 103€ JUTUTEIbHOE
BpEMsl B 3aBUCHUMOCTH OT COCTOSIHUS B JanbHedmem. Y 90% OoJbHBIX yaaeTcs
JOCTHYb JUTUTEIIbHOM PEMUCCUH, KOTOPAsi COXPAHSAETCs JaKe IOCIe OTMEHbI JICYEHVSL.

BaxneimuMm saBnsierca Koppekuuss AJl BceMU H3BECTHBIMHU CPEICTBAMU
(nepudepruyeckre Ba3OIUIATATOPHI, B-OJIOKATOPHI, CATYPETUKH, KIO(PEIUH U T.
1.). JleueHune apTepuaibHONM THIEPTOHHHM MO3BOJSET YMEHBIIUTH IOPAXKEHUE
nouek, cepaua u [{THC u TsokecTh CBA3aHHBIX ¢ HUM OJIMDKAWIIUX M OTJIAJICHHBIX
OCJIOKHEHHUM.

Hcnone3yloT cpeacTsa, yiayduaronye nepudepuiaeckoe KpoBooopalieHue u
oOJaaronIre aHTHArperaHTHBIMUA CBOMCTBAMM: KYPaHTUJI, TPEHTA.

Hwxe npeacrarieHa oOuienpuHsaTas cxema JEUYeHHUs] OOJBHBIX TKEITBIMU
dbopMamMl  CHCTEMHBIX  HEKPOTH3UPYIOIIMX  BACKYJWTOB,  BKIIIOYAIOIIAs
IIPUMEHEHHUE TEXHOJIOTUH IKCTPAKOPIIOPAIBHON T€MOKOPPEKLIHH.

[IprimMeHeHnEe TEXHOIOTUM SKCTPAKOPIIOPATIBHON N'€MOKOPPEKIIUHU B JICUECHUU
y3€JIKOBOI'O MOJIMAPTEPUHUTA. DCKANAMOHHAA Tepanusl MNpU aKTUBHOM TSKEIOM
3a00JIeBaHUU C TMOBBIMICHUEM KpeaTuHWHa > 500 MMOJB/I WIH C JErOYHBIMU
remopparusimu: 7-10 mpouenyp miasmadepeza B TedeHue 14 nHel (ymaieHue
mia3Mel B 00beMe 60 MJ/ Kr c 3amenieHueM ee paBHbIM oObemMoM 4,5-5%
YEJIOBEUECKOr0 ajlbOyMHHA) WM TMyJIbC-TE€panus METHIpeaHn30ioHom (15
Mr/kr/cyTkn) B Tedenue 3 gHed. Eciam Bo3pact OombHBIX < 60 JieT, BO3MOXKHO
HazHaueHue nukinodochamuna B goze 2,5 mr/ kr/cytku. UHIyKUMOHHAsA Tepanus
4-6 mecsuen: nukinodochamua 2 Mr/Kr/CyTku B TeueHHE Mecsia (MaKCUMAallbHO

150 mr/cyTku); CHU3UTH A03y Ha 25 Mr, eciu OonpHOMY > 60 ser. KomuyecTBo
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JIEWKOIUTOB AOJKHO OBITH > 4,0%10%01. Tlpeauusonon 1 Mr/kr/cyT. (MaKCUMaIbHO
80 wmr/cyTku); CHIKaTh Kaxayl Henmeno a0 10 mr/cyr. B Tedenue 6 Mec.
[MopnepkuBaromasi Tepamusi: a3aTHONPUH 2 MI/KI/CYTKH, NpeaHu3onoH 5-10
MT/CYTKHU.

[Tpu HocutensctBe HBSAg Beenne GOJIBHBIX Y3€TIKOBBIM MEPUAPTEPHUUTOM
B LEJIOM HE OTJIMYAeTCs OT TaKOBOIO y Jpyrux mnanueHToB. OpHako MpH
OOHapyXeHHMH MapKepoB aKTHBHOM peIUIMKAIlMM BHpyca rematura B mokaszaHo
Ha3zHaueHHUe MPOTUBOBUPYCHBIX mpenapatoB (Md-o u BuaapabuH) B cOUYETaHUU CO
cpenaumu no3amu ['KC u moBTOpHBIME TpolieAypaMu Iiazmadepesa, B TO BpeMs
KaK [IPUMEHEHHE BBICOKUX /103 LIUTOCTATUKOB MEHEE L[eI1ecO00pa3Ho.

HpI/IMCHeHI/IG B JICUCHHUHU Y3CJIKOBOI'O IICPpUAPTCPHUHUTA DKCTPAKOPIOPAILHOMN

I'eMOKOPPEKIIMHU, ITO3BOJISICT H30MPATEIIHO YIAISATh U3 OpraHu3Ma Takue (pakTopsl
MIaTOTCHHOCTH, KaK: UPKYIUPYIONINEe HNMMYHHBIC KOMILICKCH M ayTOarpeCCUBHBIC
aHTUTENIA, a TaKKe W3MCHUTh AKTUBHOCTh MMMYHHOW CHCTEMBI B TpeOyeMoM
HaIpPAaBJICHUH, JTACT BO3MOYKHOCTH 3HAYUTEIIHO YJIYYIIHUTH PE3yJIbTaThl JICUCHUS
3a00JIEBaHUSL.

Kpome TOTO, HCIIOJIb30BaHNE COBPEMEHHBIX TEXHOJIOTUI

3KCTpaKopn0paan0171 ICMOKOPPCKIONH, KaK IIPpaBHJIO, IIO3BOJEACT 3HAYUTCIIBHO

CHU3UTDb KYPCOBBIC JO3bl TA4KHUX IIPCIIapaToB, KdK — KOPTHKOCTCPOUIbI U

IIUTOCTATHKH.

Jleuenue ammuacpecanmamu U aHMUKOG2YJISAHMAMU AHTHArPEraHThl U
AHTHKOATYJISTHTHI YMEHBIIAIOT arperammio TPOMOOIINTOB,
MUKpPOTpOMOOOOpa3oBaHue u 3HAYUTEIBHO YIIy4IIaoT CUCTEMY
MUKPOLMPKYJIALUUA. JlaHHbIE O0OCTOSTENbCTBA TMOCITYXWJIM OCHOBAHUEM st
IPUMEHEHHUSI 3TUX CPEACTB NpPU JICYCHUU Y3EJIKOBOTO TNEepUapTepuuTa B Cilydae
BBIPQXEHHBIX MPU3HAKOB TUIIEPKOAryJALUM, TUIEparperaud TPOMOOIIMTOB,
HApYIIEHUS MUKPOIUPKYISnuu, Tpombo3oB, JIBC-cunapoma. [enapun —
AHTHKOATYJISTHT TPSAMOTO ACWCTBHSA, OO0JIaaeT TakXKe aHTHKOMILIEMEHTapHBIMH
cBoiicTBamH, cHmkaeT AJl, cmocoOCTByeT YBEIMUYEHHIO IUype3a, 4TO JeslaeT

1eJIeCO00pa3HbIM MPUMEHEHUE €ro MpH MOPAKEHUHU Mouyek y OonbHbix YII
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Haubonee yacTo jgeueHue renapuHoM MPOBOAUTCS IMyTeM MOAKOKHOTO BBEJCHHS B
o0nactp nepeaneit 6promuoit crenku o 15,000-20,000 E/] B cyTku (pacnpenenun
Ha 4 wuHbeKkuu) B TeueHue 1-1.5 wmecsama. B kadecTBe aHTHArperaHtoB
UCITOJIB3YIOTCSl KYpaHTWJ, TPEHTaJ, a TaKXKe Ipernaparbl HUKOTUHOBOW KHCIOTHI
(HUKOTHHOBAs KUCIIOTa, KOMIUIaMUH, HUKoImnaH). HITBC npumensitores npu YII B
CBSI3M C UX MPOTHUBOBOCIAIUTEIBHBIMU, OOJICYTOJSIOMMMU U J€3arperalliOHHbIMU
cBoiictBamu. HIIBC Ha3zHayatoTcs npu CyCTaBHOM, KOKHOM CHUHAPOME, MUAITHAX.
AmuHoxuHonuHOBble coeduHenuss (ACNaruil, pPe30XHH, XJIOPOXHH, IJIAKBEHIII)
o0nanarT cnabbiM HUTOTOKCUYECKUM M MPOTHMBOBOCHAIUTEIHHBIM CBOWCTBAMHU.
[Ipu VII st mnpenapaTbl NPUMEHSAIOT OTPAaHUYEHHO, TJIaBHBIM OOpa3oM IpHu
XpOHUYECKUX (opMax WM JIOKAIbHBIX (KOXKHBIX) TPOSBICHUAX, OOBIYHO B
coyeTaHuu ¢  Jgpyrumu  cpeiactBamu  (mmokokoptukouasl, — HIIBC).
AHTHONIPOTEKTOPBl  HOPMAJIM3YIOT  NPOHULAEMOCTh  COCYJOB, YMEHBLIAKOT
OTE€YHOCTh TKaHEH COCYAOB,-yIydlIatOT METa00JIMYECKHE MPOLECChl B CTEHKAX
COCYIOB, MHUKPOIMPKYJSILIMIO. OTH MpenapaTl MOTYT  BKIIOYaTbCd B
KOMIUIEKCHYI0 Tepanuio YII, ocoOeHHO mnpu mnopaxkeHuH mnepupepruuecKux
COCYZIOB U aHTUONATHUSAX CeTYaTKU. [lapmudun (aHTMHUH, NUPUIAUHOJKAapOaMmar,
MPOJIEKTUH) — 00JIaJ]aeT BBINICYKa3aHHBIMU CBOMCTBAMHU aHTHOIIPOTEKTOPOB, 3TO
CBSI3aHO B 3HAYUTEJIBHOW MEpPE C BIUSHHEM HAa KUHUHKAUIMKPEMHOBYIO CUCTEMY,
OCOOEHHO C YMEHBIIEHHUEM aKTHMBHOCTH OpagukuHuHA. Ha3zHayaeTcss BHYTph IO
0.25 r 4 pa3a B JieHb, 3aTEM MPHU XOPOUIEH MEPEHOCUMOCTH 103y YBEJIMUYUBAIOT 10
0.75 r (3 Tabnetku) 4 pa3a B neHb. Kypc neuenust — ot 2 10 6 mecsiueB. Kanvyus
O0obezunam (IOKCUyM) — mnpumMeHsieTcss BHYTpb 1o 0.25 r 3-4 pa3za B JeHb B
TeueHue 3-4 Heledb M Jake MecsAlEeB B 3aBUCUMOCTH OT 3¢ddexra. IIpenapar
0COOEHHO MOKa3aH NpH MOPAXKEHUH COCYI0B CETYATKHU.
I'emopparuvecknii Backyaur, wm Oonesnp Illenneitna-I'enoxa,

CUCTEMHBIA BACKYJIUT, NOPAXAIOIIMKA MEJIKUE COCYAbl W MNPOSBIIOLIANCS
najpnupyeMor mypnypoid (OOBIYHO Ha STOAMIIAX UM HOrax), apTpajiruei,

MOPAKEHUEM KEITYJOUHO-KUIIIEYHOTO TPAKTA U TIIOMEPYIOHEHPUTOM.
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['emopparnueckuii BacKyauT — Obu1 BriepBbie onucan [llenneiinom B 1837 r.
u l'enoxom B 1868 r. IlopaxkeHue mMoyexk MOpU TeMOPPArMYECKOM BACKYJIUTE
onucaHo /[>xoHconom B 1852 1.

Dnudemuonio2us.

I'emopparvueckuii BacKyJIMT — JOCTaTOYHO wvacToe 3abosieBaHue. Yaiie
CTpajaroT JeTH 4-7 JieT, HO MOTryT OOJIETh Kak I'pyAHBIE JE€TH, TaK U B3POCIbIE.
3a0051eBa€MOCTh 3aBUCUT OT BpPEMEHH Troja, MakCUMajbHa BECHOW. MyXYHHBI
00JIEI0T reMOpparn4eckuM BacKyJIuToM B 1,5 pasa yae.

Ilamonocuueckas anamomus u NamMo2eHe3 2emMoppasuiecKo20 6acKyIuma.

CylHOCTBIO MaTOJOTMYECKOI0 IMpoLecca TP reMOpparnueckoM BacKyJIUTE
SIBJIIETCS. MHOKECTBEHHBIM MUKPOTPOMOOBACKYJIUT, IOPAXKAIOIIUNA COCY bl KOXKH U
BHYTPEHHHUX OPTaHOB.

I[Io cBoell mpupole TEMOPPATMYECKUA  BACKYJUT  OTHOCUTCA K
UMMYHOKOMIUIEKCHBIM 3a00JIEBAHUSM. HenocpencreeHHon IPUYUHON
HAKOIUJIEHUS! aHTUT'€HAa MOKET OBITh MEPEHECEHHAs] BUPYCHAas UM OakTepuaabHas
UHpEKLNs, NPUBUBKH, HEKOTOpPHIE MEAMKAMEHTO3HbIE Ipenaparhbl, MHUIIEBbIE
IPOJYKThI, YKYChl HACEKOMBIX, ITApa3UTAPHbIE UHBA3UH U JAaXke X0yoj. Pa3BuTtue u
IIPOTrPECCUPOBAHUE T'E€MOPPArMUECKOr0 BACKYJIMTA CBS3BIBAIOT C OTJIOKEHUEM B
COCYAUCTOM CTEHKE HMMYHHBIX KOMIUIEKCOB. VMMYHHBIE KOMIUIEKCHI 4Yalle
conepxkat IgA. DToT ke KilacC UMMYHOIJIOOYJIMHOB OOHAPYXUBAIOT MIPU OMOTICHH
MIOYKH.

B nocnegnue roapl mosiBIIIMCH CBeAICHUSI 0 ToM, uTo IgA obGmanaer, ckopee,
POTUBOBOCHAJIUTENbHBIMA ~ CBOWCTBAMHM, YE€M  IPOBOCHAJIUTENbHBIMU, U
yBeJIMYEHUE CUHTe3a [gA MokeT OBbITh pAaclieHEHO KaK KOMIIEHCATOPHBIN
MEXaHU3M B OTBET Ha pPa3BUBUIYIOCS BOCHAIMUTENbHYIO peakuuio. OO0 3Tom
CBUACTEIBCTBYIOT CIEAYIOUINE (PaKThI:

. IgA obnagaeT CIIOCOOHOCTHIO YMEHBIIIATh MPOAYKIUIO
MPOBOCTIAJIUTENBHBIX LUTOKUHOB ((akTopa Hekposza onmyxomu o — DOHOa,

uHTepIerikuHa 6 — 1NJI6);
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* [gA oOHapyKkHMBaeTCs B S3HAOTEIUH HEMOPAKEHHBIX COCYJIOB U B ME3aHTHU
HEU3MEHEHHBIX MMOYEUHBIX KIIyOOUKOB;

* orcana BT mpu mosmHOM cenekTuBHOM Aedurute IgA.

Hapsny ¢ yka3aHHBIM MPUBOJATCS CBEIECHHUS O TOM, YTO Yy OOJIHIIIMHCTBA
oonpHbix BIIIT B mnepuom 00OCTpeHHS KOKHOTO BacKyjlIuTa HaOIIOJaeTCs
TPaH3UTOPHAST DHJOTOKCEMUS, HMCTOYHUKOM KOTOpOH, Hauboyiee BEpOSITHO,
apigercs JKKT. Ha 310 yka3siBaeT oOHapyK€HHE XPOHHYECKOTO BOCHAJICHHS B
CIIM3UCTON O000JIOYKE TOHKOW KHIIKH, YTO MPUBOAUT K HAPYIICHHUIO (DYHKIMH
KHILIEYHOrO Oapbhepa M pa3BUTHUIO TPAH3UTOPHOU sHAOTOKCeMHH. IIpencraBienHoe
MOKET CBUAETEIBCTBOBATH O BAXKHOM POJIM XPOHUUYECKOTO BOCHAJICHUS KUILICUHOU
CTeHKHU B narorexese bIIIT

B nutepatype oOcyxnaercs 3nauenue NO, W1, NJ16, ®HOq, nentuHa u
np. B Mexanusme pa3sutus BIIIT. Ognako HE0OX0AUMO JanbHEIIee N3y4eHHEe UX
poiH B TeHe3e 00JIe3HH

Knunuueckas KapmuHa u JZCZ6ODCZmODHbl€ OaHHble npu zcemoppazu4eckKkom

eackyiume.

[lo kJIMHWYECKOMY  TEUYCHHUIO  pa3IuyaloT  cieAyronme  Qopmbl

reEMOPPAruyecKoro BaCKyJIUTa:
« KOJXKHas Wi mpoctasi popma — purpura simplex
« cycrasHas opma — purpura reumatica
« abmoMuHasbHas popma — purpura abdominalis
« ToYeuHas Gopma — purpura renalis
« ObicTpoTekymas ¢popma — purpura fulminans

[Toutn y Bcex OOJIBHBIX OBIBAaCT MajgblUpyeMasl Myprypa, y MHOTHX —
apTpairusi 6e3 BeIpakeHHOro apTputa. Chillb IPU FreMOPPAruuecKOM BaCKyJIUTE —
MPEJICTABJICHA MEJIKOTOUYECUYHBIMU CHMMETPUYHO PACIIOJI0KEHHBIMU IETEXUSMH,
MIPEUMYIIECTBEHHO HA HEKHBIX YYaCTKax KOXKH. B TsKENbIX Cilydasx NETEeXUU
OCJIOJKHSIFOTCA HEKpO3aMu KOXHU. IHTEHCUBHAsA ChINlb AEPKUTCS 4 — 5 THEH, 3aTeM
MOCTENEHHO cThXaeT. Y B3pocibix B 70% ciydyaeB reMopparuuyeckuii BaCKyJIUT

HaunHaercs ¢ cbiu, a B 20% — ¢ nopaxenust XXKT u cycraBos. ¥V 50% nerei,
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OOJBHBIX T'E€MOPParM4yecKUM BAaCKYJIUTOM, IEPBBIMU TOSBISIIOTCS CHMIITOMBI

nopaxenus koxu, KKT u cycraBos.

[Topaxxenne XKXKT, koropoe ormeuaetcst y 70% OO0JNBbHBIX AETEH, MPOSBIAETCS
CXBaTKOOOpa3HOW OOJIBIO B KUBOTE, OOBIYHO Ha (POHE TONTHOTHI, PBOTHI, TIOHOCA
(4acTO C KpPOBBIO M CIM3bI0) WIM 3amopa; M3peaKa HaOJI0aeTcsi WHBAarMHalMs
KUILIEYHUKA.

[TopaxeHnue moyexk OObIYHO OTPAHUYUBACTCS JIETKUM TJIOMEPYIOHEPPUTOM C
IPOTEUHYPHUEN, MUKpOTeMaTypUel U S3pUTPOLUTAPHBIMU LIUIUHAPAMU U IIPOXOJUT
0e3 neueHus. M3penka BO3HUKAET OBICTPONPOrPECCUPYIOUINI TIOMEPYIOHEPPUT.
VY B3pOcCIBIX MOpaXEHHE MOYEK MPU TeMOpparudyeckoM BacKyJIUTe ObIBaeT Oojee
TSKEJIBIM; IPOTEKAET CKPBITO, YTO TPEOYET TIATEIBHOTIO HAOIIOACHUS.

VY B3pOCHBIX MOKET MOCTPAaTh MUOKAP/, Y AETEH 3TO ObIBAET PEAKO.

JIabopaTopHble HCCIEIOBaHUS MPU FEMOPPATUYECKOM BAaCKYJIHMTE BBISBISIIOT
YMEpEHBIM JEeMKOLNUTO3, UHOTAA 303uHO(PMINI0. YuCino TpoMOOIMTOB B HOPME,
aKTUBHOCTh KOMIUIEMEHTa HE Hu3MeHeHa. [IpumMepHO y MOJOBHHBI OOJBHBIX
NIOBBIIIIEH YPOBEHH [gA.

Knaccudukannonnsie kpurepun nyprnypsl Iénnsitna-I'enoxa:

e [lanpnupyemas mypirypa: ciierka BO3BbI-IIAFOLIMECS TEMOPPArHUECKUE KOXKHbBIC
U3MEHEHUS, HE CBSI3aHHbIE C TPOMOOIIMTONICHUEH.

e Bo3spacr <20 ner: Bo3pact Hayana 00-ye3Hu MeHee 20 Jier.

e bonu B xuBoTe: aAuddy3Hbie 00IU B )KUBOTE, YCUIMBAIOIIKECS MOCIE MpUEMa
MWLM, WA UIIEMUS KUIIEYHUKA (MOXKET ObITh KUIIEYHOE KPOBOTEUECHHE).

e buoncus: oOHapyXeHHE TpaHyJIOLUTOB: TUCTOJOTUYECKHUE H3MEHEHMUS,
MPOSIBJISI-FOIIMECS] TPAHYJIOLMTAPHON HMH(PUIbTpa-IMEH CTEHOK apTepuosn u
BEHYII.

e Hamuuue y OonbHOTO ABYX M Oojiee JIOOBIX KPUTEPHUEB MO3BOJSET MOCTABUTH
JIMarHo3 ¢ YyBCTBUTENBHOCTHIO 87,1 % u cnenudud-Hoctoio 87,7%.

JudbdbepeHmaipiaas [HarHoCTUKA.
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o Kuiunuueckne mpusHaku, HaOMIOAaeMble TMPU CUCTEMHBIX BACKYJIHUTaX,
BCTPEUAIOTCS MPU CUCTEMHBIX 3a00JI€BAaHUSIX COSAMHUTEIBHON TKAHU (BKIIOYAs
auTUGOoChOIUIMUAHBIN CUHIPOM), MHOEKIUIX (MHGEKIIMOHHBIN SHIO0KAPUT,
cuuInc, Ipyrue CUCTeMHbIe HHPEKIMN) U OMYyXOJsiX (MpeacepAHas MUKCOMa,
mumponponudepaTUBHbIE OMYXOJU U Jp.), TAKEJIOM aTEPOCKICPOTHUECKOM
MOPa’KEHUU COCYJIOB.

« HeoOxomumocTh B CBOEBPEMEHHON TUArHOCTHKE 3a00J€BaHMs MPOJUKTOBAHA
NOTPEOHOCTHIO B paHHEM ([0 pa3BUTHUSL HEOOPATHUMOIO MOPAXKEHUS KU3HEHHO
BaXHBIX OPTaHOB) Ha3HAYEHUH arpecCUBHON Teparuu.

« CucreMHbIe BaCKyJIUTHI TOJDKHBI HCKITIOUATHCS Y BCEX OOJIBHBIX C IMXOPAIKOH,
MOXyJAaHUEM U TIPU3HAKAMU MOJUOPTAHHOTO TOpaXKeHUs (COCyucTas MypIypa,
MHO>KECTBEHHBII MOHOHEBPUT, MOYEBOM CUHAPOM).

HDOZHOS’ npUu cemoppacuieCKom 6dCKYyiIume

[Iporno3 GmnaronpusiteH. Kak mpaBuiio, HacTynaeT MOJHOE BbI3JJOPOBIICHUE.
JleTanbHOCTh HHU3KA, CMEPTh OOBIYHO HACTYNAaeT B pe3yjibTaTe MOYEYHOU
HEJIOCTaTOYHOCTH.

Jleuenue cemoppacuiecKo2o eackKyauma

JInst meteut 1 B3pOCHBIX JIEYEHUE TEMOPPArun4eCcKOro BaCKyJIuTa OJJMHAKOBOE.

OTMeHAIOT Tpenaparbl, C MPUMEHEHHEM KOTOPBIX MOXKET OBbITh CBSI3aHO
BO3HUKHOBeHUE 3a0ojieBaHus. [Ipy HEOOXOIUMOCTH Ha3HAYAIOT MPEAHU30J0H - 1
MT/KT/CYyT BHYTpPb; MO MEpE€ TOTrO0, KaK COCTOSHUE YIYy4IIaeTcs, J03y CHUXKAIOT.
[ TIOKOKOPTUKOUABI YMEHBIIAIOT OTEKH, apTpairdi0 U OO0Jb B JKUBOTE, HO HE
MMOMOTAIOT TMPU MOPAKECHUU KOXKHU U TIOYEK, HE YCKOPSIOT HACTYIUICHUE PEMUCCUU
U HE [OpEeaoTBpallalOT pPEHUAUBOB.  OOmenpusHaHo, 4YTO MHpHU  BBIABICHUU
KpuornoOynuHeMuu, Bbicoko COD, a Takxke npu ObICTpomporpeccupyromux ¢dopmax
TeMOpparn4eCKkoro  BacCKyjudTa B  JICUCHUU 3a001€BaHUs  IIOMOTAET nna3Ma¢)epe3 C
MEPETMBAHUEM JIOHOPCKOW IJIa3Mbl B COUETAHUM C UMMYHOJEINpeccanTamu. s
JeYeHUs] OOJIbHBIX TE€MOPPArHYeCKUM BACKYJIUTOM  HCHONB3YIOTCS —TEXHOJOTHH
06pa6OTKI/I IJ1a3Mbl, ITO3BOJIAIOIIUC I/I36I/IpaTCJ'IBHO YAAJIUThL W3 OpraHu3Ma HUPKYJIUPYIOHIHC

MMMYHHBIC KOMIIJICKCHI, @ TAKXKC TCXHOJIOTMU 3KCTpaKOpHOpaHBHOI71 I/IMMyHO(bapMaKOTCpaHI/II/I,
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JarIue BO3MOXHOCTh UBMCHHUTH aKTHUBHOCTH HMMYHHOﬁ CHUCTCMBI B XKXCJIa€MOM HaIIpaBJICHHH,

HE CHMXKas IOTCHIHaIa HMMYHOHOFH‘ICCKOI}'I 3allMThI OpraHn3ma B oeJIoM.

Pe3ynprarel nedeHrss ¢ MCHOJNIB30BAHUEM TEXHOJIOTHH 3KCTPAKOPHOPATBbHOU
IFEMOKOPPEKIIMHA TIOKA3bIBAOT, YTO AOCTHYb YCIEXa MOKHO JaKe B THKeJbIX
CJIy4asiX rFeMOpparu4ecKoro BaCKyJIuTa.

AnbpTepHaTHUBHBIE METOJbI JieUeHHA. B mocnenHee Bpemsl i JIEYEHUS
YIOPHO PELHIMBUPYIOLIErO KOKHOTO cuHApoMa y B3pocibix ¢ BT nmpumenstor
KOJIXMIIMH, JallCOH, €r0 KOMOWHAIUIO C TEHTOKCHU(WIUTMHOM, CyJib(acana3uH
.CBeieHuil 00 HCHOJB30BAHUHM ATHX IMpEmapaToB y JeTed B JUTEpaType He
BCTpPEYAJIH.

[Inazmadepes (IID) moxer ObITh 3P(EKTUBEH TMpU  TOPHUIHOCTU
KJIMHUYECKUX  MpOsABIEHUH  Oone3HW K  OasucHOW  Tepamuu,  IpU
OBICTPONPOTPECCUPYIOIIEM  HEPpUTE W  HEBO3MOXXHOCTH  HCIOJIb30BaHUS
remonuanusa. Hedput nmurensHocthio 3—4 wmec pedpakrepen k [ID. B
HACTOAIIEE BpEMsl MOABWINCH COOOIIEHHS OO0 YCIEUIHOM JICYEHUU TSXKEIOro
abnomuHanpHOro  cuHapoma npu  BIIIT  wHby3msmum  dakropa  XIII
(pubpuncradbunmzupyromiero) u VIII .

B mpaktuueckoM IjiaHe MPeACTaBISIOT MHTEPEC JABa HEJIABHUX COOOLICHMS
ATIOHCKUX HCCIeoBaTeNield: 00 YCNEIHOM JIEUEHHH TSHKEJIOTo a0JA0MUHAIIBHOTO
cuaapoma nipu nypnype lllennerina—I'enoxa undy3usmu dakropa CBEpPTHIBAHUS
kpoBu XIII (PpuOpuHCTAOMAM3UPYIOIIET0) U O OJArONPUSITHOM JOJITOCPOYHOM
KJIIMHAUYECKOM M nartomopdosnornyeckoM 3dpdexre GuOpUHOIUTHUECKON Tepanuu
YpOKHHA30# Ha TeueHue riomepyioHedputa npu nypnype [llenneitna—I enoxa. B
TO ke BpeMs ucnois3oBanue XIII ¢akropa npu «abaoMHHAIBHON MyprIype» B
CBSI3U C BBICOKOM CTOMMOCTBIO Mpernapara, mo-BUJIUMOMY, MOXKET ObITh peanbHON
AIbTEPHATUBOM  TJIFOKOKOPTHKOMJAM  JIMIIb B  PEOKHX  CIy4asX  HUX
Her((PEeKTUBHOCTH (WJIM TPOTUBOIIOKA3aHUHN K UX IPUMEHEHUIO):

dakrop ceepthiBanusi XIII BayTpuBenno 15000-25000 ME B teuenue 3—7
CyT

501041
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ypokuHa3a BHyTpuBeHHO MeieHHo S000 ME/kr 3 pa3a B Henemnto B TEUCHHE
3—-12 nen.

MexaHu3m AEHUCTBHS IPENapaToB U MECTO UX B KOMIUIEKCHOU Tepanuu bIIT
IIPEACTOUT €I U3YUHUTb.

XHUpYypPrU4eCcKOe JICUCHUE

XUpypruvyeckoe JeUeHUe MPOBOAUTCS OOJBHBIM C TSDKENBIM MOpaKeHHUEM
KETyIOYHO-KUIIIEYHOTO TpPaKTa M PA3BUTHEM XUPYPTUUECKUX OCIIOKHEHUIM
(vMHBarvHaNus Wiu nepdoparus KUIKu).

HoBbiMm HampaBnenueM B jedeHun CB ¢ mopakeHHeM COCYyI0B Pa3iuyHOTO
KamoOpa, B yacTHOCTU OoJie3Hu bexyera, kpome TpaguuumoHHoro HazHayeHus: ['KC
U a3aTUONpPHHA, CUYUTACTCS MPUMEHEHUE TEPOpalbHBIX (OPM HHTHOUTOPOB
dbochoauscrepaspl 4-T0 TUIA, KOTOPHIE 3HAYUTEIBLHO YMEHBINAIOT YKCIO SI3B Ha
CIIM3UCTON 000JIOYKE IOJIOCTH pTa M TMOJOBBIX OPraHOB U BBIPAXKEHHOCTD
00JI€BOTO CUHpPOMA.

lIpodunakmuka peyuousos. B mpopuiiakTuke reMoppartueckoro BacKyiauTa

BOKHYIO POJIb UTPAET MPEAYIPEKIACHHE 000CTPEHUI 04aroBoil MHGEKIINHU, 0TKa3
OT Ha3HAYCHUS AHTUOMOTHKOB W JPYTHUX JICKQPCTBEHHBIX IIpemapatoB 0e3
JIOCTAaTOYHBIX Ha TO OCHOBAaHUU. BOJBHBIM MPOTUBOINOKA3aHbI IPUBUBKU U MPOOBI
c OakTepualbHBIMU aHTHUTeHaMH (B T.4. TyOEpKyJIMHOBBIE). Y TAIMEHTOB C
MIPEUMYIIECTBEHHBIM TOPAKCHUEM ITOYeK HEOOXOIUM IOCTOSIHHBIA KOHTPOJIh
aHAJIM30B MOYML.

[IporHo3 mpu reMopparuyeckoM Backyaute. Kcxom reMopparuyeckoro

BAaCKyJiUTa y JleTeld B LIeIOM OJaronpusTHbIA. BeI3gopoBieHue mnociie aedroTa
oTMeyaeTrcss ©Oojee 4YeM Yy TIOJOBHHBI OOJbHBIX. BO3MOXHO AMUTENBHO
peUUANBUpPYIOIIEE TeueHue 3abojeBaHus, MpPU 3TOM 4YacTOTa pPEUUIUBOB
KOJIeOeTCs OT OJHOKPATHBIX 3@ HECKOJIBKO JIET A0 ekeMecsyHbX. OmHako co
BpEMEHEM, Kak MpaBuiIo, 3a00eBaHe MPUOOPETaeT XapakTep MOHOCHHIPOMHOTO:
TOJIBKO KOXHasi Chillb (peXe - C CYCTaBHBIM CHHJIPOMOM) HWJIM pa3BUBAETCA
XpOHHYECKOe MopakeHue nouek. [lpu 3ToM (QyHKIUS MOYEK AJTUTENBHOE BpeMs

ocTaercsi COoxpaHHOW. Mcxon B XpOHHMUYECKYHO IIOYEUHYH) HEAOCTATOYHOCTH
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HaOM0JaeTCsl KpalHe pPEeaKo, MpH cMelmaHHOW (opMe TiaoMepyloHeppuTa HIU

OBICTPO TIPOTPECCUPYIOIIEM BapHAHTE.

VI. Ilepeuenv KOonmpoibHbIX 60NPOCOB.
. Pacnpoctpanennocts CB.
. CoBpeMeHHbIe TIpeJicTaBlieHre 00 OCHOBHBIX TPUYMHAX BO3ZHUKHOBeHUs1 CB.
. Knaccuduxkanus CB.
. I3menenne remoaunamuku npu CB.
. OcHOBHBIE KIMHUYECKUE NposBieHus npu CB.

. OcobenHocTr (pU3MKaIBHBIX METOAOB HccienoBanus nmpu CB.

~N oo o1 B~ W N P

.C  KakuMu  HO30JOTMYECKUMH  (GopMaMu  HEOOXOJUMO  IPOBOJUTH
muddepeHunanbayo guarnoctuky npu CB .

8. Pentrenonornueckue uamMenenus npu CB.

9. Oco6ennoctu usmenenuit IKI" npu CB.

10.3X0O-kapauorpadpudeckue npuzHaku npu CB.

11. inarnoctuyeckue kpurepuu CB.

12.OcHoBHbIE PUHIHUIHI TeueHHUs Tpu CB.

13.ITpodunaktuaeckue meporpusitus mpu CB.

14 .TTporuo3 mpu CB.

VII. IIpumepvl mecmogvix 3a0anui

1. B k1eToYHOM MHPUIBTPATE MPH Y3EJIIKOBOM MEpUAPTEPUUTE HAOTIOAAIOTCS
CJIEIyIOLIME KOMIIOHEHThI, KPOME:

A. MoHOUUTHI

B. Jlumdonuts

C. Do3uHO(p MBI

D. TpomMOGOIUTHI

E. bazoduibl
2. B nedyeHun y3eaKoBOro nepuapTePUUTa HE MPUMEHSIOT CIIECIYIOIIYIO TPYIITY

npenaparos:
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A. I'mokoxoptuxoctepouast, HIIBC
B. Ilutoctatnkn, aMUHOXUHOJIMHOBHUE COEAUHECHUS
C. AHTHarperanTbl, aHTUKOATYJISTHThI
D. AETHOHOTHKH
E. Cynasdonunamuasl.
3. IlopaxxeHne KaKuX CyCTaBOB BCTPEUAETCA PE¥kKE MPHU y3€IKOBOM NepuapTepumnTe?
A. KoneHHbIX
B. MexdananroBeIx Kucren
C. I1neueBbix
D. JIokTeBbIX
E. 'oneHocTOMHBIX
4. IlopaxeHue JErkux Npy y3eIKOBOM IMEPUAPTEPUUTE MPOSIBIIACTCS B BUJIE:
A. BHeOOJIBHUYHON THEBMOHUMU.
B. [TneBMocKiepo3a.
C. JlerouHoro BacKyJnaTa
D. bponxwura.
E.IlneBputa
5. [nst y3enKOBOro nepuapTepuuTa XapakTepHbI CIEAYIOIINE IEPBBIE CUMITTOMBI
KpOME:
A. JIuxopaaka
B. bonp B Mpiiax u cycrasax
C. KoxHbI€ BBICHITTaHUS
D. Ilonnypus
E. duapes
6. [Ipu y3eIKOBOM NEPUAPTEPUUTE OTMEUACTCS BOCTIAIMTENbHAS KIIETOUHAS
uHuUIbTpaus u GUOPUHO3HBIA HEKPO3:
A. AnseHTUIINHN
B. Menna
C. Duporenus

D. MaTMO-Me 1uaibHOTO CJI0s
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E. Bcex ci10€eB cocyAMCTON CTEHKH
7. Yare B KaKuX MBIIIIAX HAOTIOAAIOTCSI MHTEHCUBHBIE 00 TIPU y3E€JIKOBOM
nepuaprepunte?

A. KpOHOXHBIX

B. JKeBarenbHbix

C. IlireueBoro nosica

D. MexpeOepHbIX

E. [Ipenmnneuns
8. ITopaxenune JKKT npu y3eI1K0BOM NEPUAPTEPUNATE NPOSABIIETCS CIEAYIOLIIUMHU
U3MEHEHUSIMU KPOME:

A. bonsiMu B pa3iau4HBIX OTAENAX KUBOTA

B. Kuakum cTysiom ¢ mpuMecho KpOBH U CIIM3U

C. IIpuctynamMu KanabKyJIE3HOTO XOJIEIUCTUTA

D. XKenyqo4HO-KHIIEYHBIMA KPOBOTEUEHUSAMU

E. l'actpur
9. AG1IOMUHAJIBHBIN CUHIPOM MPHU y3€JIKOBOM NIEpUapTEPUUTE 00YCIOBIECH
CIIEAYIOIINM, KpOME:

A. CocyaucTbIMU sI3BaMU

B. Nmemuen

C. Tpom6030M apTepHaibHBIX CTBOJIOB

D. JluckuHe3unen )KeIuHbIX IyTen

E. XKenyno4Ho-KHILIEYHBIM KPOBOTEUEHUEM
10. /Inarso3 y3eaKOoBbIi IEPUAPTEPUNAT IMOATBEPIKIACTCS:

A. Y3U BHYTpEHHUX OPraHOB

B. Koponaporpaduu

C. buorncuei MeJIKUX U CpeIHUX apTepuit

D. Ro-rpadus nerkux

E. [Iporennorpamma
11. ITpu KakuX NATOJOTHYECKUX ITPOLIECCAX MOXKET PAa3BUBATHCA FEMOPArn4ecKuii

BACKYJIUT?
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A. ladpexunonHbie 3a001eBaHUs.
B. OmyxoneBbie 3a00eBaHusl.
C. UMMyHOKOMIUIEKCHBIE 3a00JIEBAHMUS.
D. Meraboyimyeckue HapyleHHUs.
E. Bce BhilenepedncieHHoe.
12. B ocHOBE pa3BUTHS MUKPOTPOMOOOOpa30BaHUsI IPU FEMOPArHYECKOM
BaCKYJIUTE JIEKAT clieyronue GakTophl:
A. HacnencrBennsiit gepunut antutpomonna III.
B. HacnencrBennsiit aedunut nporenna C.
C. Camxenne puOpHHOUTHIECKOW aKTHBHOCTH KPOBH.
D. Cunapom AMCCEMUHUPOBAHHOTO BHYTPUCOCYUCTOTO CBEPTHIBAHUS
(ABC-cunapom).
E. Bce BolmenepedncieHHbie GakTophl.
13. Beibepute qUarHOCTUYECKUE TECTHI JIJISl BBISIBJICHUS HAPYIIICHUN B
TPOMOOIIMTAPHO-COCYAUCTOM 3BE€HE FeMOCTa3a MPU reMOpParndecKoM BacKyJIuTe:
A. IIpotpomMOUHOBOE BpeMs.
B. AUTB.
C. Ompenenenue CTeneHy arperaiuu TpOMOOIIMTOB.
D. Omnpenenenne Koau4ecTBa TPOMOOITUTOB.
E. ManxetouHas npooa.
14. B sHn0TENMU COCYIOB NPH MPU Fr€MOPArHYECKOM BACKYJIUTE UMEET MECTO:
A. BocnanuTenpHbIN MpoILiecc.
B. ductpoduueckuii mpotec.
C. IoBbImeHHAs] CEKPEIHs YHIOTEINEM OKCHJIA a30Ta.
D. Cumwxenue cuntesa gakrtopa pon BumieOpanna.
E. [ToBbImieHHast HAKIIOHHOCTH K TPOMO000Opa30BaHHUIO.
15. Kakue opraasl HanboJee 4acTo MOpaXkaroTCsl MPU MPH TEMOPArHieCcKOM
BacKynuTe?
A. I'010BHOM MO3T.

B. Cepare.
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C. Iloukwu.
D. CycraBsl.
E. SAuunuk.
16. Beibeprte KIMHAYECKHE U Ta0OPATOPHBIE NPU3HAKU, XapaKTEPHbIE IS IPU
reMOparut4eckoM BacKyJIHTE:
A. AYTB B npeaenax HOPMBI.
B. Bpems kpoBOoTeU€HHUS B PEAEIaX HOPMBI.
C. MenkoToueyHble reMopparuueckie BhICHITIaHUS Ha KOXKeE.
D. PeunnuBrpyromuye KpOBOTEUEHHS U3 HOCA.
E. Menopparuu.
17. BeiGepure nekapCTBEHHbIE MTpeNapaThl, IPUMEHSEMBbIE JIJIS JICUCHHUSI
IIPU FeMOParuyecKoM BACKYJIUTE:
A. Buramun K (Bukacon®).
B. I'emapus.
C. HIIBC.
D. Koptukocrepouapl.
E. AHTUKOAryJIIHTBI HENPSIMOTO AEUCTBUSL.
18. BriOepute HEBEpHBIE YTBEPKIEHUSI OTHOCUTEIBHO FeéMOParniyeckoro
BaCKyJIUTA!
A. MoeT ObITh IPOSIBJICHUEM PA3TUYHBIX HHPEKLINA.
B. OnHuM U3 KIMHUYECKUX CUMITOMOB SIBJISIETCS FeMaTypHsl.
C. ITaromopdonornueckast OCHOBA - BOCTIATUTENbHAS PEAKIIHS COCYTUCTON
CTEHKHU.
D. 3aboneBanne 4acTo BCTpeyaeTcs B AETCKOM BO3pacTe.
E. Yacto pazBuBaetcsa IBC-cunapom.
19. B kakoM 3BeHE reMocTa3za UMEET MECTO EPBUYHOE HAPYLIEHUE
IPU FeMOParuyeckKoM BacKyJIuTe?
A. [1na3mMeHHBIN TEMOCTA3.
B. TpombonutapHO-COCYyTUCTHIN TEMOCTA3.

C. ®ubpuHoNIMTHYECKAS CUCTEMA.
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D. Cucrema ¢pu3HOIOTHYECKUX AHTUKOATYJISIHTOB.

E. Bo Bcex 3BeHbsX.
20. Kakue npu3Haku XapakTepHbI JUIsl TeMOParniyeckoro BaCKyJIuTa U He
XapaKTEPHBI IS TEMOPPATHIECKON TeICaHTUIKTAZHH?

A. CemMeliHbI€e ClTyYau.

B. Hanuuwue xene3oaeuiMTHON aHEMUHU.

C. Hanuame remopparuii Ha CIIM3UCTHIX.

D. CycraBHOW CUHIPOM.

E. CoxpaHeHue reMmopparu4ecKkux BbICHITIAHUI NIPU HaIaBIUBAHUH.

TecToBbIe 32024

1. BonbHoit I1. 25 net moctynui B OONBHUILY C ajdo0aMHu Ha TOJOBHYIO OOJb,
MOBBIIICHUE TEMIIEpaTypbl Teja, MOSIBJICHUE CBHINIM, TPU HEJACIW TOMY Hazaj
MEpPeHEC OCTPYI0 PECHHUPATOPHYI0 BUPYCHYIO uHpeknuo. OObEeKTUBHO:
MeTEeXUalIbHbIC BUCHINIAHUS HA CUMMETPUYHBIX y4acTKaxX Tejia MPEeUMYIIECTBEHHO
Ha HOrax W sroauiax, remmneparypa tena 37,4° C.  AJl-110/ 80 mm pr.ct. OAK:
Dp-3,2*10%%/n, HB-110 /11, KI1-0,9, Tp — 160*109/x, Jleii-8,7*%10%m1, E-4% b-0%,
I1-7%, C-56%, JIumd-26%, Mo-7%, COD-17 mm/4. Konuenrpamus ¢akropa Y|
160%. IIpenBapuTenbHBINA TUATHO3:

A ['emopparnyeckuii BaCKyJIAT

B bone3ns Panaro-Ocnepa

C Nnuonatuueckass TPOMOOIMTONICHUYECKAs MypITypa

D bonesns BueGpanaa

E Iemodunusa A
2. Myxuwnna, 37 net, moxyaena Ha 6 Kr 3a nociaegHui roj. JKamyercss Ha 00Jib B
MBIIIIAX TOJICHEW, B MaXy, OHEMEHUE KOHEYHOCTEW. B aH. KpOBU — MO3UTUBHBIN
MOBEPXHOCTHBIM aHTUTEH BHpyca remaruta B; moueBmna — 10,18 mmomnw/m,
KpeaTuHuH — 93,12 MKMOJIB/JI. Y CTaHOBUTH TMArHO3 OOJBLHOMY.

A VY3e1K0BbIN TOTHAPTEPUHUT

B Cungpom Yapra-Crpocca
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C Backynur lllennsitn-I'enoxa

D O6muTepupyOmui TPOMOAHTUNT

E bonesns bexuery
3. BonwsHoit M., 39 7., mocTynmi B OOJLHUITY C jKalo0aMu Ha CTOHKOE TTOBBIIIICHNE
TEeMIIepaTyphbl Tella, MOTIUBOCTh, 00Jb, B MBIIIIAX, CYCTaBax, MOSCHUIIC; 3yl
koxu. Knnauueckoro sddexra or mpuema aHTUOAKTEpUATBHBIX CPEJICTB HE
ormedeHo. (0-HO: Ha KOXE PYK W HOT TeMOpparkdeckas ChIlb U IOJIKOKHBIC
o0OpasoBanua. AH.kpoBu: 3p.-3,7x10%/n, He-110 r/n, neiik.-9,1x10%n, e-34%, 6-
1%, n-6 %, c-45 %, 1-9%, M-5%; TpomGounTE-280 X10%1, COD —25 MMm/4ac. B
Moun 6enok - 0,066 1/11 3p 9-10 B /3, ruanuHOBBIC TMIUMHAPHL. Kakoi nuarHos y
JTAHHOTO 00JIBHOTO?

A VY3enkoBbli nepuUapTEPUUT.

B ['momepynonedpur

C PeBmartusm
D lepmaToMuo3uT

E ['eMmopparnyecknii BACKYJIUT

4. bonpHaa 60 neT, )KalyeTcs Ha CUMMETPUYHYIO MalyJIe3HO-T€MOPPArn4ecKyro
CBIIIb Ha KOKE€ ToJIeHeH, Oenep, B obnactu cycTtaBoB. M3 aHamMHe3a U3BECTHO, UTO
ChIllb TOSIBUJIACh 2 HEJENM HazajJ mocie npuema aukiopeHaka. OOBbEKTHUBHO:
HIDKHUE KOHEYHOCTH I1aCTO3HBIE, ChIlIb HE HCYE3aeT NpH HaJaBIMBaHUHU. B
aHalnu3e KpOBU: HEUTpOPMIBbHBIA JeilkouuTo3, yckopenHoe CO3. Bam
NpeaBapUTEIbHbIN TUarHo3?

A T'emopparuyeckuii BaCKyJIHT.

B Jleiikos.

C Cercuc.

D CKB.

E Nemodumnusi.
5. XKenmwmnua 35 neT mocraBieHa B XUPYPrUYECKOE OTACICHUE B TSKEIOM

COCTOSIHUY C Kallo0aMK Ha CHJIBHYIO PA3IUTYIO0 00 IO BCEMY KUBOTY, TOIIHOTY,
116



PBOTY. YXyJAIIEHWE COCTOSTHUS HACTYNUJIO 3a 2 JHS 0 TOCHUTAIN3allH, KOrJa Ha
KOXE€ KOHEYHOCTEW BO3HMK MEJKOTOYEYHAas reMopparuyeckasl Chlllb, BO3HUKIIU
cXBaTKOOOpa3HbIe 0O0JIU B JKUBOTE, KPOBSIHUCTBIC BBIJICJICHUS U3 MPSMON KHUIIIKH.
3a 2 Hezenu JI0 3TOro MEPEHeCa OCTPYIO0 BUPYCHYIO HHDeKknio. O0beKTUBHO: AJ]
90/60 mm pt. cT., YCC 95 / MuH, KUBOT NP NalIbHAIUU HAMPSKEH, CUMIITOMBI
pazmpaxkeHusi  Oprommubl.  [Ipy  ucclienoBaHMM  KpOBU  HaOMIOAaroTCA
HEUTPODUIBHBIN  JIGHKOIUTO3 M JO03MHO(DUINS, YMEHBIICHHE KOJMYeCTBa
APUTPOIUTOB U reMoriioouna. Kakoit 1uarno3 Mo>XHO yCTaHOBHUTH y OOJIbHOMN?

A T'emopparuueckuii BACKYJIUT

B I'emodunus

C TpombonuToneHnyeckas mypmiypa

D Bone3us Kpona

E 'emoppouiansHOEe KPOBOTEUEHUE

VIII. /Tumepamypa.

OcHOBHas:

1. Buyrpennue 6one3nu no Tunciu P. Xappucony. Iloxg pen. O. ®ayum, lO.
bpaynBanpma, K. Uccenbbaxepa, JIx. Yuicona, JIx. Maptuna, J[. Kacnepa, C.
Xaysepa u /. JIonro. B aByx Tomax. Ilep. ¢ anrn. — M., Ilpaktuka — Maxk-
['poy—Xwn (coBMecTHOE u3nanue), 2012,

2. Epponeiickue (EULAR/ERA-EDTA) pekoMeHmanuu 10 JIHarHOCTHKE U
neuenuto AHI[A-acconmnpoBaHHBIX CUCTEMHBIX BacKyauToB — 2016.

JlommosmHUTE ILHAS .

1. Guillevin L et al: Treatment of polyarteritis nodosa related to hepatitis B
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2014

2. US Department of Health and Human Services. The health benefits of
smoking cessation: a report of the Surgeon General, 2012. Rockville, Md:
Dept of Health and Human Services, Public Health Service, Centers for

Disease Control, Center for Chronic Disease Prevention and Health
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2015

. Diamantopoulos A.P., Haugeberg G., Hetland H. et al. Diagnostic value of
color Doppler ultrasonography of temporal arteries and large vessels in giant

cell arteritis: a consecutive case series. Arthritis Care Res (Hoboken) 2014
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10.1136/annrheumdis-2016-209133
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Tema: CUCTEMHAS CKJIEPOAEPMMUSI.
Konuuecmeso yuebnuvix uacos — 3.

1. Akmyanvnocmo memoi.

Ckiiepoaepmust — MOJIMCUCTEMHOE 3a00JIeBaHUE, IPU KOTOPOM HaOII0qaeTCs
NOpa)KEHWE MHOTUX OpPraHOB C HApYyIIeHHEM HuX (YHKIHNH, 3aKaHUYUBAIOUICECS
JETAIbHBIM HMCXOJOM B KOPOTKHE CpPOKH. 3a00JIE€BaIOT JIMIA TPYAOCIOCOOHOTO
BO3pacTa W MPHUBOAWT K paHHEW WHBAIWAW3aNUK TarueHToB. [losTomy paHHSS
JMAarHOCTHKAa M CBOEBPEMEHHO HAuyaTOE€ JIEUCHHWE WrpaeT BaXHYIO poOjib B
MPOJICHUH >KW3HU U YIYUIIEHUH €€ KauecTBa.

1I. Yuebnwie yenu 3anamus.

Osznaxomumocs (o-1):

o CxiiepoaepmMus B CTPYKType 3a00JIeBa€MOCTH U O0IIEH CMEPTHOCTH;
e DOtHojnorus 00Jie3HH;
e (Oco0EHHOCTH MMAaTOreHe3a CKIEPOIEPMUN;
o Knaccudukanus;
e XapaxTep NOPAKEHUS KOKU;
o KimmHHMueckue nposiBIEHUS MOPAKEHUSI OPTaHOB U CUCTEM;
o JlubdepenunanpHas TuarHoCcTUKa C IPYTUMU CUCTEMHBIMU 3a00JICBAaHUSIMU;
e MeTo/1bl JOTIOJHUTENBHBIX UCCIEAOBAHUMN, TO3BOJISIFOIINX YTOUYHUTH IUATHO3,
e Jleuenue u npodusiakTUKa 3a00JI€BaHUSI.
3uams (o-11):
e XapaxTep NOPAKEHUS KOKU;
e [lopaxkeHus cep€YHO-COCYUCTON CUCTEMBI;
e [Ipossienus co croponsl KKT
e XapakTep MOpaKeHUsI CyCTaBOB;;
e CoCynHCTbIC MOPAKEHUS,;
e [lopaxeHHsI OPTaHOB JBIXaHUS;
e [lopaxenus noyex;

e DHJOKPUHHbBIEC HAPYIICHUS;
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e CREST —cunapowm;

e JlabGopaTopHBbIC CIIBUTH TP CKICPOIACPMHIH;
e [IpuHUMIIEI NEeUYeHNUS;

o [IpodumakTuky.

Ymems (a -1l1):

e [IpoBectu 00BEKTUBHOE 0OCIEAOBAHNE AIIECHTA;

o [Ipoanamm3upoBaTh JaOOpPATOPHEIE TIOKA3ATEIH;

e OLEHUTbh UHCTPYMEHTAIIBHOE 00CIeIOBaHUE TTAI[UEHTA;
e (CocTaBUTH IJIaH JOTOJIHUTEIBHBIX UCCIICIOBAHUN;

o CdopmynupoBaTh TUarHo3;

e HasHauuts JicueHue.

l1. IHenu pazeumusn nuunocmu (éocnumamenvHole yeau):

JleoHTONIOTMYECKHE  aCMeKThl MpU  paboTe Bpadya ¢  OOJIbLHBIMU
ckaepoaepmucii. [lcuxomorndeckue mpoOaeMbl y OOJBHBIX CO CKIIEPOJCPMHUEH H
poJIb Bpada B WX TICHXOTEPANeBTUYCCKON KOppekiuu. lIpaBoBbIe acleKkThl U
BOIPOCHI MPOoheCCHOHATBLHOM OTBETCTBEHHOCTH Bpayda B OINPEICICHUH TaKTHUKU
JICYCHHS M OIIEHKE MPOTHO3a 3a00JICBaHMUSI.

1V. Cooepocanue memol 3anamus.

CucremMHasi CKJepoaepMHusi - TIPOTPECCHUPYIOIICE TOJUCHHIPOMHOE
3a00/IeBaHUE C XapaKTePHBIMH HM3MCHCHHUSIMH KOXXH, OIOPHO-IABUTATECIIBHOTO
ammapara, BHYTPEHHUX OpPraHoB (JIETKHE, CepJlle, MUIIEBAPUTEIbHBIA TPAaKT,
MOYKH) W PaCHpOCTPAHEHHBIMH BA30CMACTUYCCKUMH HAPYIICHUSMHU TI0 THITY
cuHJIpoMa PeitHO, B OCHOBE KOTOPBIX JIEKAT MTOPAKEHUS COCAUHUTEIILHON TKaHU C
npeobnanannemM GpuOpo3a U COCyAMCTass MATOJIOTHS B (pOpME OOIUTEPHUPYIOIIETO
SHAAPTECPUUTA.

3aboneBaHre M3BECTHO JOCTATOYHO JIABHO, MEPBBIC MOAPOOHBIC OMHCAHUS
otHocsATca K 1847 1. IlepBuunas 3aboneBaeMOCTh cocTaBiisier OoT 2,7 no 12
cirydyaeB Ha 1000000 wnacenmenust B roia. JKeHmmHbl OoyietoT B 3-7 pa3 yaiie

My>XurH. Bo3pacTHoll muk gocturaer Makcumyma nociie 30 ser. CMEepTHOCTh OT
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cucremHoit ckiepoaepmuu (CCJ]) xonebnerca or 1,4 mo 5,3 ma 1000000
HACEJICHHUS.

CucremHas CKJIepoepMus MPOTEKAET KaK caMOCTOSATEIbHOE 3a00JIeBaHuE,
OJIHAKO MOXET MEPEKPEIINBATHCS U C APYTUMH 3a00JE€BAHUSIMHU COECIUHUTEIBHOM
TKaHWU.

OTUOJIOI'M S 3aboneBaHus B HACcTOAIIECE BpeMs M3ydeHa HEJI0CTaTouHO. B
KayecTBE TMPOBOLUPYIOUIUX OOJIE3Hb TPUTEPHBIX (PAKTOPOB CJIEAYyET OTMETHUTH
BUOpAINIO, KOHTAKT C XMMUYECKUMU BEIIECTBAMU (XJIOPBUHUIIOM, UCIIOJIb30BAHUE
TOKCUYECKHX Maces), KPEMHHEBOW M CHJIMLIMJIOBOM MbUIBIO (4ACTO BCTpEYAETCS Y
IaXTE€POB), JUIMTEIBHOE MEPEOXJIAXKIACHUE, IICUXMYECKOE MEepEHAIpPSKEHUE,
IUIACTUYECKUE omepanuu (CWIMKOH, NapaguH) W JApyrue He creuuduyeckue
MPUYUHBI.

He wmanoBaxHass pojib OTBOAMTCA T'€HETUYECKUM (aKTOpaM, IpUYEM,
BUJMMO, T'€HETHUYECKU JCTEPMUHHUPYETCS Kak IPEIpacIOlOKEHHOCTh K
3a00/1€BaHUIO0, TaK W KiauHWYeckue nposieneHus. Cemeilnble ciayyan CCK
BCTPEUAIOTCS HE YacTo, 3aTO POACTBEHHUKH OOJBHBIX 4YacTO CTpPajaroT
pazHooOpa3HbiMu peBmaTuueckumu 6onesnsamu (CKB, cunapom PeitHo, cunapom
[erpena u np.).

B nmnocnenHee BpeMs yBEIMUMIIOCH KOJMYECTBO pabOT IMOCBSLICHHBIX
uzydyenuto pacmnpenenenus HLA-anturenoB npu CCJl, y Takux OOJIbHBIX Halle
4yeM M0 MOmyJisauu B 1esnoM ooHapyxkuBaercs HLA B8, uro maeT Bo3MOKHOCTH
MOYyMaTh O €ro ONPEACICHHON POJIU B Pa3BUTHUH 3a00JI€BaHUS.

MOXHO TPEANOIIOKUTh, YTO COYETAHUE ONPEACICHHOIO AHTUTE€HHOIO
npouis ¢ BO3AEHCTBUEM NPOMBINIIEHHBIX WM XUMHUYECKHUX areHTOB SIBJISIETCS
pEAOIINM I peaju3aluu naTtoreHeTnyecknux mexannzmon CCJI.

Ponp BupycHON WHH(pEKIMH B pPA3BUTHH 3a00J€BaHUS MO-MIPEKHEMY
COXpaHsE€T  3HA4Y€HUEe, IIOCKOJIbKY HMMMYHHBIE, COCOUHUTEIbHOTKAHHEIE,
MHUKPOLIMPKYJISITOPHBIE HapyILICHUS, BBILICYKA3aHHAS XpPOMOCOMHAsI

HECTaOUJIBHOCTh, MOTYT OBITH OOYCIIOBJIEHBI BO3JCHCTBHEM BHPYCHOIO areHTa.
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Oco0eHHOE BHHMaHHME XO4YeTCsS OOpaTUTh Ha PETPOBUPYCHI, reprec- u Hbs-
BHUPYCHI, BUPYCHI DniurteiHa-bapp.

Ocnabnenne uMMyHHBIX MexaHuzMoB mpu CCJl GeccriopHo. 3aboisieBaHue
4acTO COYEeTaeTcs C JAPYIMMH ayTOMMMYHHbIMU mHpoueccamu. HaOmromaercs
CHI)KEHME KoymuecTBa T-muMpOIuUTOB, nucOaIaHC XEINEepHOW U CYIpPEecOpHOM
aKTUBHOCTHU C MpeodiaJaHueM XeJIepoB, OOJIBIIOE KOTMYECTBO aHTUHYKJICAPHBIX
aHTUTET, HUPKYJIHPYIOLIIUX UMMYHHBIX KOMILJIEKCOB, OTJIOKEHHE
UMMYHOTJIOOYJIMHOB U T.J.

B HACTOsIIIIEE BpeMs BBISIBJICHA TeCHas CBA3b MEXIY
MMMYHOKOMIIETEHTHBIMH KJIETKaMu U (¢uOpobmactamu uepe3 JIUMGOKUHHHBI,
KOTOpBIE CTUMYJUPYIOT mpoiudepanuio ¢(udOpodIacToB, CHUHTE3 KoJUlareHa u
[JIMKO3aMUHIJIMKAHOB, YTO YaCTUYHO OOYCIIABIMBAET KIMHUYECKYIO KapTHHY
3a00JIeBaHUS.

[TATOI'EHE3 Ilporeccel ycuaeHHOTO KoJuiareHo- u ¢Gpuopo3000pa3oBaHus
3aHMMAlOT LEHTPAIbHOE MECTO B MATOrEHE3€ M OINPEACNAIOT HO30JIOTHYECKYIO
cneuuuky ©Oonesnu. CCJ| kak Obl SBISETCS NPUPOJHOM  MOJENbIO
reHepain3oBaHHoro Gudposa.

Nmerorcss yOeauTenbHble JOKa3aTeNbCTBA, YTO CBOMCTBEHHbIE O0JIE3HU
WHIypaTUBHbIE W3MEHEHUS KOXH, KaKk U BHCIEpOdUOPO3bl, 0OYCIOBIICHBI
3HAYUTEIBHBIM NOBbIIIEHUEM (hrOpoOIacTaMu OMOCUHTE3a KOJUIareHa, B MEHbIIEH
CTENEHU -  IJIMKO3aMUHIVIMKAHOB, MPOTEOIJIMKAHOB, C  MOCIEAYIOIIHUM
yBenuueHueMm Heopuodbpuioreneza. O0HapykeHa Tak k€ U30BITOYHAS MPOAYKIIUS
[JIMKOMIPOTEMHA OCYIIECTBISIONIETO CBSI3h  (hUOpPOOSIACTOB €  KOJUJIAr€HOBHIM
MaTPUKCOM.

I[Ipu CCJI umeercs paedekt wmemOpaHbl (HUOpPOOITACTOB KOXH, YTO
IPOSIBIISICTCSl  YBEJIMYEHUEM CKOPOCTH TpPAHCIOpPTa KajbIUs dYepe3 MemOpaHny,
cHkeHneM NAM®, HeaqekBaTHOW peakUuueldl Ha KaTeXOJaMUHbI, YMEHbIIEHUEM
YYBCTBUTEJIBHOCTU K ACTPAJAMONY. YKa3aHHbIE HAPYIICHUS] CBUAETEIbCTBYIOT O
BbIXOJie (prOpoOIACTOB M3 TMOJA TYMOPAJIBHOTO KOHTPOJS U MPUOOPETCHUH UMHU

OTHOCUTEIBLHON aBTOHOMHUH.
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BaxupiM  (pakTOpOM JIOKaJbHOTO U OOIIEr0 MaToreHe3a SBISIeTCS
HapyILICHHE MHKPOLUPKYJSIUU, OOYCIOBJICHHbIE TMOPAKEHUEM COCYIUCTON
CTEHKH M W3MEHEHHMEM BHYTPUCOCYIUCTBIX, IJIA3MEHHBIX M KJIETOYHBIX CBOICTB
KPOBH. OTH W3MEHEHHS, BHIUMO, OOYCIIOBJICHBI MOBBIIICHHOW aKTUBHOCTHIO
MuoguodpoobiacToB. B pesynpraTe oTMeuaeTcsi U30BITOUHBIN CUHTE3 PACTBOPUMBIX
(dopM KosIareHa, NopakeHUe PHAOTENNS, €r0 TUIEepIUIa3us, CKIEpO3 COCYAUCTOM
CTCHKH, CY)XCHHE IpPOCBETa MEJIKHUX COCYAOB BIUIOTh [0 HX OOJUTEpalUu.
[ToBpexaeHne 5SHOOTENUS ABIAETCA AKTUBATOPOM aAre3ud U arperauuu
(OpMEHHBIX 3JEMEHTOB KPOBH - JICHKOIIMTOB, SPUTPOLMTOB, TPOMOOIIUTOB.
[losiBnsieTcs W TporpeccUpyeT TEHACHIUS K TUIEpPKOaryysiuu, YTHETaeTcs
(¢uOprHOIN3, YTO MPUBOAMUT K CTa3y M MHUKPOTpoMOO3y. B mecTtax mectpykuuu
HHAOTEIUANBHOTO CJI0SI IPOUCXOJUT BHICBOOOXKACHUE BA30AKTUBHBIX AMUHOB, UTO
BBI3BIBACT YBEJIMYECHHUE IPOHUIAEMOCTH COCYIHCTOM CTEHKH C IOCJIEIYIOLIUM
OTJ0XKeHUeM (puOpHHa, a 3TO B CBOIO OYEpE/lb MOJACPKUBACT LIUKI MOBPEKIACHUS
cocynuctoi cTeHkH. [logoOHbIE HM3MEHEHHMS MPOUCXOASIT B COCYJIaX KOXHU M
IIPaKTUYECKA BO BCEX BHYTPEHHUX OpraHax M peaju3yloTcs B KIMHUYECKON
kaptuHe CCJl reHepain30BaHHBIM CHHAPOMOM PeiHo.

[Tatorene3 CCJl, c omnpeneneHHo 101€il BEPOSITHOCTH, MOXKET BBITJIAIETh
CJIEYIOIKMM 00pa3oM: BO3/EICTBHIE BUpYyCa MM HHOTO 3THOJIOTUYECKOTO (pakTopa
BBI3BIBAET HApYUIEHUE JEATEIbHOCTH (UOPOOIACTOB  3aKiOYaroluecs B
NOBBIIICHHOM NPOAYKIMU KOJUIar€Ha BO BCEX OpraHax M TKaHIX OpraHu3Ma U
HapyLIEHUEM BOCHIPUATHS CHUTHAJIIOB CO CTOPOHBI PETYJHPYIOUIUX CHUCTEM
OpraHu3Ma. DTH HapyUIEHUs HOCAT YPE3BbIYATHO YCTONYMBBIM OOYCIIOBIEHHBIM
¢deHotunom xapakrtep. B pazButum mpouecca NpUHUMAIOT y4acTUE UMMYHHBIE
MEXaHU3Mbl C pa3BUTUEM AayTOMMMYHHM3allUM K KOJUIAr€HYy M CBSI3aHHBIE C
NOCTOSIHHOM "KoJIIareHoBoM'" ctuMysisinuen. /Jfoka3aHa poJib TECHOM B3aMMOCBSA3U
MEXIy UMMYHHBIMU KJIETKaMu U (uOpobdIacTaMu Mpy MOMOIIH JTUM(POKUHUHOB.
Cnegyer OTMETUTh BaXKHYIO pOJb SHIOTENIMAJIBHBIX KJIETOK B Pa3BUTHH

BacKyJsipHOTO (hnbpo3a u cunapoma PeitHo.
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BocnanuTenbHble Mpolecchl HAOMIOAAKOTCS MPEUMYIIECTBEHHO HAa paHHEH
cTaauu O00JIe3HHU.

CrnenoBaTenbHO, B OCHOBE MATOTE€HE3 3a00JIEBaHUs JIEKUT O€3ylIepKHOE U
OECKOHTPOJIBHOE KOJIIAareHOOOpa30BaHHE M COCYAMCTBIE IMPOLIECCHl B COYETAHHUU
CO CBOEOOPA3HBIM HECTELM(PUUECKUM BOCHATICHUEM.

KIIACCU®PUKALUA H.I'. I'yceBa (1975)

1. BapuanTel TeueHus

- OCTpOE;

- IOJIOCTPOE;

- XpOHUYECKOE.

Jljis ocTporo Te4eHus XapaKTepHbl TsDKelble (uOpo3Hble, nepudepudeckue
U BHCLIEpaJbHbIE MOPAXEHUs YK€ B NepBbld roxa OonesHu. Ilomoctpoe TeueHue
XapaKTepU3yeTcss HAIMYUEM IUIOTHOI'O OTEKA KOXKU C IMOCIIEAYIOIIEH HHIypaLueH,
pa3BUTHEM NOJUAPTPUTA, MOJUCEPO3UTA U BUCLIEPATbHON NATOJIOTUMHU Ha (OHE HE
PE3KO BBIPAKEHHBIX BA30MOTOPHBIX TPOPUUECKUX HAPYILICHHM.

Jns  XpOHHYECKOro TEYeHUs IaTOrHOMOHUYHBI  IPOIPECCUPYIOIIUI
cuHapoM PeiiHO, BBIpaXEHHbIE TPO(PHUUECKHUE  PACCTPOIMCTBA, KOTOpBIE
OPEeBAIMPYIOT B KapTUHE OOJIe3HU, HapsAIy C Ppa3BUBAIOLIMMCS YIJIOTHEHUEM
KOXH, 00pa30BaHUEM KOHTPAKTYp OCTEOJIM30M M MEIJIEHHO IPOrpecCUpPYIOLINM

CKJIEPO30M BHYTPEHHUX OPraHOB.

2. Ctaguu pa3BuTUs 00JIE3HU:

I cramus HayaldbHBIX TPOSIBJICHUN (CYCTaBHBIX NPU MOJAOCTPOM TEUCHUU U
BA30CIMACTUYECKHUX - TTPU XPOHUUYECKOM);

Il cragus reHepanu3anuu mpoiiecca (XapakTepuzyercsl MOJUCHUHAPOMHOCTHIO U
MOJIMCUCTEMHOCTBIO MOPAKEHUS BHYTPEHHUX OPraHOB)

III crammst maneko 3amieqIIuX H3MEHEHUM (TepMHHANIbHAs),(C MpeodiagaHueM
TSOKEJIBIX  CKJIIEPOTHYECKHMX, JUCTPODUUECKUX WIU  COCYIUCTO-
HEKPOTHUYECKHUX MPOIIECCOB, HEPEJKO C HAPYIICHHEM (PYHKITUU OJTHOTO

WJIU HECKOJIBKUX OPTaHOB).
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3. CTeneHn akTUBHOCTH Mpoliecca:

I Crenenp - MHUHHMMAanbHasi, HAOJIOAAETCA MPH XPOHHUYECKOM U TMOJOCTPOM
TeYeHUU OOJIE3HU B Cliydae JOCTKEHUsS dPeKTa OT JieueHus;

I creneHp - yMmepeHHas, HaOIIOAAETCS MpPU MOAOCTPOM MU O00OCTPEHUH
XPOHUYECKOTO TEUCHHUS;

III crenens - BbICOKAst WJIM MaKCHUMaJlbHAsl, CBOMCTBEHHAsS OCTPOMY M MOJAOCTPOMY
BapuaHTy Teuenus CCJI.

KIIMHUYECKASA KAPTUHA ©Gonesnu pasznoobOpazna: mns CCJ
XapaKTepHO MOPaKEHUE KOXH, OMOPHO-IBHUTaTEIILHOTO afmapara U COCYIUCTON
CTCHKH, 4YTO Hapsjay C COCOUHHUTEIbHOTKAHHBIMH W3MEHEHHMSIMH COCTaBIISIECT
OCHOBY BHUCLEpaJbHOM maTojorud. OAHAKO y KaXJA0ro KOHKPETHOTO OOJIbHOTO
UMEETCs] CBOM CHMIITTOMOKOMILJIEKC, 3aBUCAIIUI OT MpeoOiagaHus JTOKaTu3alui
npolecca, XapakTepa TEUeHHs, CTaguu OOJIe3HH, aJeKBATHOCTH IPOBOJAMMOMN
TEpanuu u T.1.

[TopaskxeHne KOXU JIETJI0O B OCHOBY Ha3BaHHUsI OOJE3HU - (TBEPIAOKOXKHE).
KoxHble u3MeHeHus: ObIBalOT HACTOJBKO XapaKTEpHbI, YTO JHMAarHO3 MOXKHO
MIOCTaBUTh YK€ MPU NEPBOM B3IJIsiie Ha OosibHOrO. Hanbosiee yacTo BcTpeyaeTcs
NOpaXeHUE KOXKH MPOXOAAIIEe CTaIuH MIIOTHOTO OTE€Ka, MHAYpalK U aTpoduu.

[InoTHBIE ~ 0e300JIE3HEHHBI  OTEK  TMEPBOHAYAIBHO  JIOKAIM3YETCs
CUMMETPUYHO B O0JacTH KHUCTEH, OCOOEHHO TAaNiblIeB, TONIIMHA KOTOPBIX
yBenuuuBaeTcsi. Koka mpuoOperaeT BOCKOBOM IIBET, CTAHOBUTCS HANPSHKEHHOM,
onectsmied, He coOupaeTrcss B CKIAJIKy, HE CJIBHUTaeTCs IO OTHOIICHUIO
MOJIJISKAITNX TKaHEH, MPY Ha/IaBIMBAHUU ClIe[la HE OCTAETCS.

[Tpu xpoHHUECKOM TE€YEeHHH 3Ta (pa3a MOXKET CYLIECTBOBaTb MHOTO JIET, a
OpU OCTPOM TIEPEXOAUT B CTAAUIO HMHIypalUU NI KOTOPOM XapaKTEpHO
U3MEHEHHE OKPAacKH KOXKHBIX IMOKPOBOB (UepeqOoBaHHE TUIEPIUTMEHTAllUN U
JEMUTMEHTAITUN ), CTaHOBUTCS OTYETJIUBBIM COCYIUCTBIM PHUCYHOK,
TEJICaHTUIKTA31UHU Ha KOXKE TPY/IU U IIIEH.

ATpodusi KoKy HaOMOAAeTCs, KaK MPaBWIO, TIPH XPOHHUYECKOM TEUCHUH,

HaOJIO/laeTcsl €€ MCTOHYEHWEe,  HaTsHKeHHWE,  MacKoOOpa3HOCTh  JIMIIA,
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KHCETOOOpa3HbIe CKIAIKA BOKPYT pTa (OOJIbHBIE HE MOTYT YJIBIOAThCS, OTKPHITh
pPOT, BBICYHYThH SI3bIK), WUCIBITBIBAIOT MPOOJEMBI TPHU MOJHOM 3aKPBIBAHUH TJIa3.
Pa3BuBaercs ucronuenue ryo u Hoca. [lo Mepe ymioTHEHHUs KOXKM Ha Majblax u
KHCTSIX PYK Pa3BUBAIOTCS CrHOATENbHBIE KOHTPAKTYphl (MaydbH MaibIlbl), a B
JAJbHEUIIIEM CKJIEPOJAKTUIINS, aKpOCKJIEpO3, YKOPOYEHUE MaJIbLIEB 3a CYET
OCTEO0JIN3A.

Paccrossane mexmy 3y0amMu MaKCHUMalbHO OTKDPBITOTO pTa, H3MEpPEHUE
CKJIAJKA B OOJIACTU MPEAIUICYUN HCIONB3YIOTCA MJIsi KOHTPOJIA 3(P(HEKTUBHOCTH
IIPOBOAMMOM TEPAIUH.

Cocyauctele HapylieHUss U CUHAPOM PelHO cilykaT paHHUM W YacTbIM
nposiBienrem CCJl. Haubonee xapakTepHbl BAa30MOTOPHBIC HAPYIICHUS 110 THUITY
Ba30CMACTHYECKUX KPHU30B, COMPOBOXKIAIOIIMXCA NOOETEHUEM, LHMAHO30M U
YyBCTBOM OHEMEHHUs MaJbLIEB pyK, pexke Hor. Ilo Mepe mporpeccupoBaHus B
MpollecC BOBJIEKAIOTCS BCS KUCTh, CTOMA, JHIO (HOC, TYyOBI, S3BIK, YIIN).
BO3HUKalOT 3TH MNpOSBIEHUS CIOHTAHHO WJIM IIOCHE BO3JICUCTBUSA XOJIOJA,
BotHeHUi. [Ipu ocMmoTpe oOpamiaer BHUMaHUWE HU3MEHEHHUE OKPACKH KOXKHBIX
ITIOKPOBOB, ITOXOJOJAAHUE KOHEYHOCTEHM, IOSABJICHUE IUIOXO M JUIMTEIBHO HE
3KUBAIONIUX SA3BOYEK, TPOHUUECKUE U3MEHEHUS HOTTEH.

B psape cnydaeB cuHapom PelHO MOXET MpoOTeKaTb 10 THILY
OOJIUTEPUPYIONIETO PHAAPTEPUUTA, OJHAKO MyJhCc Ha aa.pedis u tibialis 0ObIYHO
COXpaHEeH, JaKe MPU HaTu4YuK ranrpeHsl. [logo0Hbie cuaapomy PeiiHo n3MeHeHus
MPOUCXOJAT B COCYaX MPAKTUYECKU BCEX OPTaHOB.

CycTaBHO-KOCTHO-MbIIIEYHbII CHHAPOM SIBISICTCS OJHUM U3 CaMbIX
xapaktepHbIx npossiaeHuit CC/I.

CycraBHoii cunapoMm: Ilomuaptpanruu - Haumbosiee 4YacThli U paHHUM
npusHak cycraBHoro cusjapoma CCJl. bons B cycTraBax BapbuUpyeT OT BeChMa
YMEPEHHOM JO [IOBOJIBHO YIIOPHOW M PE3KO BBIPAXKEHHOM, C MEPUOAAMHU
MPaKTUYECKU MOJHOM 00€3IBMXKEHHOCTH Ha BbIcOTe OosieBoro cuHapoma. bomu
CUMMETPUYHbIE JIOKAJIM3YIOTCS MPEUMYIIIECTBEHHO B KUCTSIX M KPYIIHBIX CyCTaBax,

pexe HMEIT paclpOCTPAHEHHBIM XapakTep, 3aTparuBas HIKHEUYEIIOCTHBIE,
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TPYAMHOKIIIOYMYHbIE, Ta300€IpeHHbIE CYCTaBbl M MO3BOHOYHHUK. WMHorma Oouib
COIMPOBOXAAETCA YTPEHHEW CKOBAaHHOCTBHIO, TYTOMOJBIXKHOCTBIO MU OOJIEBBIMHU
KOHTPaKTypaMH. [Tonuaptput - COMPOBOXKIACTCS AKCCYAAaTUBHBIMU
MIPOSIBJIICHHUSIMU, 9aCTO PEIUAUBUAPYET M HAIOMUHAET PEBMATOUIHBINA apTPHUT, XOTS
IpyObIX, IECTPYKTUBHBIX U3MEHEHUHN HE HAOJII01aeTCs.

IMopa:keHue MbILI TPOSIBISIETCS yMEpPEeHHbIM (UOpo3oM u artpoduei.
Atpodus Gornee oTueTiivBa B OOJIACTH MBI TJIEYEBOTO M TAa30BOTO MOsiCa, B
JUCTANBHBIX OTJIEJIaX KOHEUHOCTEH nmpeobagaet hpudpos.

ITopakeHue KOCTHOIO annapaTa BHIPAXKAIOTCSA B SBJICHHUIX OCTEOJIM3a WU
pe3opbiuu kocTH (ckaepoaakTuius). Hanbomnee xapakrepeH ocTeonn3 B 00JacTu
HOTTEBBIX (hajaHT, WHOTJA BCTPEYACTCS paccachlBaHUE CPEAHMX W OCHOBHBIX
¢amanr, pebep U HIDKHEH YenrocTH. Brleyka3saHHble M3MEHEHUS! TIPOUCXOAIT Ha
(GoHE BBIPAKEHHOIO OCTEOINOpo3a. I'eHe3 ocTeoan3a A0 KOHIA HE CEH, OJHAKO
HanOoJiee YacTO OH pacCMaTPUBAETCS KaK CJEACTBUE HAPYIIECHUS JIOKAIBHOTO
KpOBOOOpAIICHHUS.

[Tpu CCJl Hepenko HaOII0aeTCs TTOAKOKHBIN U BHYTPUKOKHBINA KaTbIITHO3
C OTJIO’)KEHUEM CBOOOHOTO KaJbIHsI B 00JIACTH HOTTEBBIX (paslaHT KUCTH, IO XOAY
dacuuii U CyXOXKHIUH.

[TopaxkeHue JEerkux BCTpedaeTcs, MO JaHHBIM pa3HbIX aBTOpoB, y 30-90%
oonpHbIXx CCJI. B ocHOBe 5€royHoil NaTOJIOTHM JIEKUT HMHTEPCTULMAIBLHOE
MopakeHUE JISTKUX C Pa3BUTHEM MMMYHHOI'O BOcCHajeHus (abpBeonuTa), hudposa,
YTONIIEHUSI aTbBEOJISIPHBIX CTEHOK, MHTUMBI COCYJIOB M BOBJICUEHHE B IPOIIECC
TUIEBPHI.

Knunanueckue mposiBieHuss mTHEBMO(MUOpo3a OOBIYHO BBIPAKEHBI HE
3HAYUTENbHO: HEOObIas OJIBIIIKA, IEPUOTUICCKII Kalllellb, HE3BOHKHE BIIAYKHBIC
MEJIKOY3bIpUYaThie WM KPUIUTHPYIONIUE XPUIBI B HIDKHUX OTAENAX JIETKUX,
YMEHBIIIEHUE AKCKYpCUU JierouHoro kpas. K ocobenHoctsMm maeBMopuOpo3a npu
CCJl crmemyer OTHECTHM OYE€Hb OBICTPOE Pa3BUTHE JETOYHOW THIEPTEH3UH, UTO
CBSI3aHO C TMOPAXXEHHEM COCYAHCTOrO pyclia JIETKUX U IPOrpecCUpyIONINM

MNOPpAKCHNEM MHTCPCTULINSA.
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B cBsi3u CO CKyAHBIMU KJIMHUYECKUMH JTAHHBIMH B JHArHOCTUKE JAHHOIO
BHUJIAa TOPAXEHMsS] BEAYIIYI0 pOJIb MUIPAIOT  JIONOJHUTEIBHBIE  METOJbI
uccienoBanus. [Ipu peHTreHOrpadyeckoM UCCIEIOBAHNUN BBISBISIETCS YCUIICHUE
JIETOYHOr'0 PUCYHKA MPEUMYILIECTBEHHO B HUKHUX OTJENax.

[Ipu BbIpakeHHOM (uOpPO3e BO3HUKAET Tpydas TAKUCTAs IMEpPecTpoika
JISTOYHOM TKaHH, C pa3BUTHEM 3M(PHU3EMbI, HE PEAKO Mpu OpoHXorpaduu yaaercs
OTMETUTh OpOoHXO03KTa3bl. Hanbonee paHHUMHU SIBISIOTCS H3MEHEHUE (YHKIUH
BHEIIHETO JIbIXaHUs, YTO BBIPAXKAETCA B CHI)KCHUU KU3HEHHOM €MKOCTHU JIETKHX,
o0ImIeil eMKOCTH JIeTKMX M OCTaTOYHOTro oObema. B kauecTBe OCIOKHEHHS
nHeBMopuOpo3za y OonpHbix CCJ] xodeTcs OTMETUTh 4YacToe pa3BUTHE
aNbBEOJISIPHOTO PaKa JIETKHX.

[TopaxkeHnue cepaeduHo-cocyaucToil cuctembl. B mponecc ¢hudpo3upoBanus
BOBJIEKAIOTCSI 000JIOUKH CEPALIA U COCYAbI BCEX KAIMOPOB, KPOME ATOrO MATOJOTUs
MOJKET OBITh 00YCIIOBJIEHA JIETOYHOM TMIIEPTEH3UEH.

[TopaxxeHne mMuokapaa (CKIEpOAESPMHUUECKUN KapAHOCKIEPO3) BCTpEUYAETCS
y HOJOBHHBI OOJBHBIX B BUJE KPYITHOOYAroBOI'O MHOKECTBEHHOT'O CKJIEpO3a WU
"Muakapno3a" -  OOyCJHOBIEHHOIO OTE€KOM W  pa3pacTaHUEM  PBIXJIOH
coequHUTENbHON TKaHU. CyOBEKTUBHBIE kKaloObl 4acTO OTCYTCTBYIOT. ObIlIKa,
TaxuKapaus, apuTMHUH, OOJU B 00JaCTH cep/illa HAOJIIOAAI0TCS TOJIBKO MIPH JAJIEKO
3allle[IIeM KapAHOCKIEepO3€e, YTO, IO-BUIUMOMY, OOBICHSIETCS MEJICHHBIM
IIPOTrPECCUPOBAHUEM IIPOLIECCA C PA3BUTUEM KOMIIEHCATOPHBIX MeXxaHU3MOB. [Ipu
ayCKYyJIbTallMU  OMNPEIEISIETCd CHM)KEHHE 3BYYHOCTH | TOHA MW MATKUU
CUCTOJIMYECKU IITyM Ha BEPXYILKE.

Ha OKI' - cHuWkeHHe BOJIbTaXKa, YJJIMHEHHE DJIEKTP. CHCTOJIBI CEpAla,
M3MEHEHUS KOHEYHOM YacTU >KENyJOYKOBOIO KOMIUIEKCA, HAPYIICHHUS pUTMa
cepaua (3KCTPAaCUCTONIMS, MPEUMYIIECTBEHHO JKEIIyAOYKOBAas, HapyLICHUS
(GyHKIIUUA TIPOBOJIUMOCTH).

Pentrenonornueckoe MccieoBaHUE - PACUIMPEHHE W YIJIOTHEHHE A0PTHI.
[Ipy MenKoOYaroBOM KapIMOCKJIEpO3€ CepAle MNpuoOpeTaeT TpeyroiabHbIe

o4ucpTaHusg, C€ YMCPCHHBIM YBCIIMYCHUCM JICBOI'O JKCIYJOYKa, CHHMKACTCA
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aMIUIUTyla MyJbcalui, yTpauuBaercs AuddepeHuuanus cepaedyusix nyr. [lpu
KPYIHOOYaroBOM KapAHOCKIEPO3€ pa3BUBaeTCs KapauoMeranus (cor bovinum) c
pasButueM xapakrepHbix st CCJl 30H aguHaMuu.

[TopaxkeHnue sHI0KApAa BCTPEUYAETCA MPAKTUUYECKHU Y BCEX OOJBHBIX; MOXKET
pa3BuBaTbcad (UOpOIIaCTUUECKUN HHAOKapauT. Pexe BO3HUKAET KilamaHHBIN
¢bubpo3 Cc pa3BUTUEM HENOCTATOYHOCTH MHUTPAIBLHOTO, TPUKYCHHUAAIBHOTO WIIU
a0pTaJIbHOTO KJIAaHOB.

[lopaxxeHue  mepukapja  Ompeaessercs, Kak  TpaBuio, npu
MaTOJIOTOAHATOMUYECKOM BCKphITUU. Hambomee wacto ortmeuaercs ¢(ubdpo3
IepUKapaa, €O CKyJIHOW KIMHHAYECKOM cuMnroMarukou. KpaitHe penko
JUArHOCTUPYETCS BBIIOT U NEPUKAPAUAIBHBIE CIANKU.

[TopakeHre OpraHoB NUILEBAPEHUS - HAMOOJIEE XapaKTEPHOE BUCLEPATIBHOE
npossienne CCJI. Hapymenus nuiieBapeHUs HA4MHAKOTCA C IOJOCTH pTa.
BcnoMHHTE HapyllIeHHe OTKPBIBaHUS PTa, BEICOBBIBAHUS S3bIKA, OCTEOJIN3 HUKHEN
YEeJIIOCTH, BbIMaJeHUEe 3y00oB. M3 JApyrux OCIOXHEHUU CHEAyeT OTMETUTH
OrpaHUYCHUE MTOJBUKHOCTH I'OJIOCOBBIX CBSI30K.

VY 60-80% OO0apHBIX HAOMIOJAIOTCA MOPAKEHUS MUIIEBOAA. XapaKTEPHBI
nucdarvs, CONPOBOXKAAIOIIAACS CPHITMBAHUSIMU WM PBOTOM, OOYyCIIOBJIEHHAs
ocnabjieHueM MOTOPHON (YHKIMHM NHINEBOAA, YyBCTBO KOMa WJIM AOKEHMS 3a
IPYAUHON M (MJIM) SMUTacTpaIbHONW 00JACTH, YTO, BUIMMO, CBSI3aHO C SIBJICHHUSIMU
METITHYECKOTO d30(]arura.

[Ipy pEHTreHOJOTMYECKOM HCCIECJOBAaHUM HMEET MECTO 3aMelJICHUe
NPOXOXKJEeHUA Oapusi 1O NHUUIEBOAY, OCJIa0JIeHUE WIM  HMCUYE3HOBEHUE
NEPUCTAIBTUYECKUX BOJH, PACIIMPEHUE BEPXHEM TPETH MHUILEBOAA U CYKEHHE
HIDKHEH.

BonpHBIE C MOpaKEHHEM JKEIyAKa OTMEYaroT YYyBCTBO IOJHOTHI WIIU
TSOKECTH B OIUTracTpalbHOM 007acTH, oOTcyTcTBHE amnmetruta. CekpeTropHas
GyHKUHMS KellyJKa CHM)KEHa, OTMEYAEeTCs axJIOpTruipusi. PeHTreHolornyecku -

ATOHUA, OITYIICHUC U JUJIATAlUA.
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[Topaxxenne  TOHKOrO  KHIIEYHHKA  XapaKTepuszyeTrcss  OOJbl0 B
AMUTacTPaIbHOM 00NacTH, PBOTOM, HEPEAKO OOJBIIMM KOJIUYECTBOM IIHIIH,
METEOpU3MOM, pa3BUTUEM CHHIPOMA HapyIICHUsS BcachiBaHUS (TIOHOCHI W
CHIDKEHHE MacCChl TeJia).

Jns BOBIIEYEHHS B TATOJOTMYECKUH MPOILIECC TOJICTOTO KHILIEYHUKA
XapaKTEpHO PA3BUTHE YIOPHBIX U MPOTPECCUPYIOIIMX 3alOpOB JTOCTUTAOIINX
CTEIIEHH KUIIEYHOM HENMPOXOAUMOCTH. Mnu pa3BUTHMEM uepeoBaHUs 3allopoB U
MTOHOCOB (3aMOPHBIE TOHOCHI).

YacTto BCTpewaeTcs THUINOMOTOPHAs JHUCKUHE3US JKEIIYHOIO Iy3BIps M
IIPOTOKOB B COYETAaHMM C THnepToHycoM cunkrepa Onmu. Pexe paszBuBaercs
($ubpo3 NOKENTYIOUHOM JKEJe3bl C HEAOCTATOYHOCTBIO CEKPETOPHOU (pyHKIIUU.

B mnocinennee Bpems mmpoko wucnonsdyercs TtepmMud "CREST"-cunapom
KOTOPBIA HUCIIONIBb3YETCs sl 0003HAUEHHUSI ONPEIEICHHOTO COUETaHUsl IPU3HAKOB
CCJ (xanbumHO3, cMHIpOM PeiiHO, mopakeHHe MNHILEBOAA, CKIEPOJAKTUIUS U
TEJIEaHTMIKTAa311) XapaKTePU3YIOIHNX JOOPOKAUECTBEHHOE TeUEeHUE 3a001€BaHUS.

[Topaxenue nouek - "ckiaepogepMuyeckas Hepponatus" - XapaKTepu3yeTcs
OBICTPBIM MOBBIIIEHUEM U CTOMKUMHU LHU(PPAMHU apTEpUATBHOTO JaBIEHUS, PETHHO-
u sHIe(damonaTrei, Ype3BbIYaiiHO OBICTPHIM PA3BUTHEM a30TEMHUH U XPOHUYECKOMN
IIOYEYHOW HEJOCTATOYHOCTH. B ocagke MOYM Onpeaessercs NpOTEHHYpUs,
reMaTypus, JEHKOUUTYpUs, UMIUHAPYpUs. JlaHHbIE W3MEHEHUs SBIISAIOTCS
CJIEICTBHEM BBIPAKEHHBIX COCYIUCTBIX PACCTPOMCTB B IMOYKE M MHO>KECTBEHHBIX
(GopHHUKaNBHBIX HEKPO30B. B KauecTBe Ka3yHCTHKM MPUBOJATCS OMHUCAHMS
pa3BUTHs BTOPUYHOrO amuiiono3a y 6onbHbix CC/I.

HepBHast u SHIOKpUHHAS CHUCTEMBI TaK K€ BOBJIEKAOTCS B IMaTOJIOTMYECKUI
nporecc. LleHTpanpHas HepBHAs CHCTEMa MOPAXKAETCS CPABHUTEIIBHO PENKO U B
OCHOBHOM B CBSI3M C HaJMYMEM COCYIMCTOM IATOJIOTHMHU: Ba3ocClasMa |
OpPraHWYECKOr0 U3MEHEHHUSI MO3TOBBIX COCYIOB.

B otaenbHbIX choydasx BCTpeHaroTCs JHIE(DATUTBl W MEHUHTHUTHI.
XpoHHUYECKass HEBPOJIOTNYECKAsT CUMIITOMATUKA Pa3BUBAETCS IMOCTENEHHO, CIIEpBa

OOJBHBIX OECIOKOUT TOJIOBHAsI 00JIb, YYBCTBO TSKECTH, IIIyM B YIIaX, CHI)KEHHE
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naMATH. 3aTEM Pa3BUBAIOTCS 000JIOYEYHO-KOPKOBBIN CHHIPOM C TMpeoOiaanueM
(buOPO3HO-CKIIEPOTH-YECKUX HM3MEHCHHM, KIWHUYECKA TNPOSBISIONINXCS KAk
TSDKEJIBIA aTepPOCKIIEPO3 COCYIOB TOJIOBHOTO MO3Ta UM BO3PACTHBIC U3MEHEHUSI.

[Topaxkenuss mepudeprudeckoll HEPBHON CHUCTEMBI MPOTEKAIOT TIO THITY
MOJIMHEBPUTA, IPUYEM JIBUTATEIbHBIE PACCTPONCTBA BCTPEUYAIOTCS PEAKO.

N3mMeHeHus: O CTOPOHBI PHJIOKPUHHOM CHCTEMBbI BCTPEYAETCS JIOCTATOUYHO
gacto. HaOmomarorcss HapymieHus: (QYHKIHH IUTOBUIHOW (THIO-, THMEpP-, U
TUChYHKIIMS KEJe3bl), MOJOBBIX Keje3 (MMIOTEHIUS Y MYKUMH M HapyUICHUs
MEHCTPYaJILHOTO ITUKJIA y KSHIITMH) ¥ HAAMIOYCYHUKOB.

N3 o6mwmx npossinennit CCJl cnexyeT OTMETUTH:

- NoXyAaHUe, Kak MPaBUJIO 3HAYUTEIHHOE, HE CBSI3aHHOE C MOPAKECHUEM
KEITYTOYHO-KUIIEIHOTO TpakTa. B cpeHem moteps Beca COCTaBIsAET
10-20 xunorpamm, 1 HaOIIOJAETCS B TIEPUO]T TEHEPATTU3AIIMH MTpoIiecca.

- JluxopagouyHasi peakiusi BbIpaK€Ha YMEPEHHO, KaK MPaBWIIO, 3TO
cyOdebpuibHas TemnepaTypa, Y OTAETbHBIX OOJIbHBIX BBISIBISETCS HAKIOHHOCTD K
TUIIOTEPMUM.

- JlumboaeHomaTusi  pacICHWBAETCS KAk  MPOSBICHUE  PEAKIIUN
PETUKYIOdHAOTEIMaNbHOM  cuctemMbl B paszputuu  CCJIl.  YBenauueHue
auM(paTUYECKUX Y3JI0B HaOItoaeTcs B Havasie OOJe3HU U TpU €€ 00OCTPEHUHU.
OOBIYHO YMEPEHHO YBEIMYMUBAIOTCS IICHHBIC, TIOIMBIIICUHBIE, TOAYCITIOCTHBIC H
naxoBbie TUM(DOY3bl, OHU 0€300J€3HEHHBI, TIOJIBUKHBIE, MSTKHE WM HECKOJIBKO
MJI0THOBaThIC. MIHOT/Ta UIMEET MECTO CIUICHO- U TeIaTOMETaIHsl.

K o0muM mposiBICHHUSIM TaK K€ MOKHO OTHECTH CJIa00CTh, aCTEHU3AIIHIO,
MOBBINICHHYIO YTOMJIIEMOCTbD, JJAOUITBHOCTh TICUXUKH U TIP.

JIABOPATOPHBIE JAHHBIE B oOmem ananuze kpoBu, y 20% O0IBHBIX
BBISIBIIICTCA yYMEPEHHAs TUIO- WJIA HOPMOXPOMHAs aHEMHUS, CBS3aHHAs C
KpOBOTIOTEpEH WM HapyIIeHWEM BcacbiBaHUsS kene3a. Jlms  OonbImHCTBA
XapaKTEPEH JICMKOIIMTO3 C YMEPEHHBIM CIBUTOM, OJHAKO, BO3MOXHO M Pa3BUTHE

JICUKOIICHUHU. XapakTepHo pa3BUTHE TPOMOOITUTOTICHHH. bosbiioe

131



JquarHoctuyeckoe 3HaueHue umeer COD koTopasi OTpakaeT akTUBHOCTh Mpoliecca,
cocrtapisisi 20-40 mm/gac, mpu oboctpernu 50-70 mm/gac.

YacteiM u xapaktepHbIM npusHakoM CCJI sBisieTcsl AUCHPOTEUHEMUS,
BbIpaXaroliasicss B  rumepnporenHemMund  (oOmuit  Gemoxk  >85  r/m),
runoansoymuHemuu (MeHee 40%) u runepramMmmariiooyaIuHEMUU.

[Tpu UMMYHO3JIEKTPO(POPETUUECKOM HUCCIEJOBAaHUM HEPEAKO IOBBIIIAETCSA
ypoBeHb UMMYHOTTIOOYTMHOB 1gG, pexe IgA u IgM.

Y  nonoBuHbl  OOJIBHBIX  ONpEAENAETCS  PEBMATOMAHBIN  (akTop.
AHTHHYKJICapHBIE AHTHUTENIa OOHAPYKUBAIOTCSI YacTO, OJHAKO MX TUTP, rOpa3ao
Huxe, yeM npu CKB. B ennHHUYHBIX ciayyasx oOHapyX uBaroTCs eauHu4YHble LE -
KJIETKH. XapakTEpHO IIOBBIIICHUE COJAEPkKaHUSA LUPKYJIMPYIOIIUX HMMYHHBIX
KOMILJIEKCOB U MPAKTUYECKH HOPMAJIbHBIN YPOBEHb KOMILUIEMEHTA.

Takue  OMOXMMHYECKHE  TPOSIBICHUS, KaK  IOBBIIIEHHE  YPOBHSA
¢ubpuHOreHa, HepyIoIIa3MUHA, CEPOMYKOHNIa U JPYTUX OCTPO(a30BbIX OEIKOB,
HE ABISICH creuuduuHbiM MOryT Ha psany ¢ COD u C-peakTUBHBIM O€IKOM
YUHUTBHIBATHCS IPU ONPEJEIEHUN aKTUBHOCTH IIpoLiecca.

Jns nuarnoctuku CCJL npumensitotcs kputepuu pazpadorannsie H.I'.I'yceBbim.

ﬂuaeHocmuquKue NpUsHAKU CUCMEMHOU cmepodepMuu

OCHOBHBIE JOIIOJIHUTEJIBHBIE
[lepudepuueckue: [lepudepuueckue:
CKJIEpOAECPMHUYECKOE ITOPAKEHUE KOKHU TUNIEPIIUTMEHTALUS KOKHU
cuHzpoM Pelino TEJICAHTUIKTA3UU
CYyCTaBHO-MBIIIICYHBIN CUHIPOM TpoduUuecKue HapyIICHUs
OCTEOJIN3 MOJIUAPTPAIITUU TOTUMUAIITUH,
KQJIBIIUHO3 MTOJIMMHUO3UT

Bucuepanbhsie: Bucuepaibubie

0a3apHBIN MTHEBMOPUOPO3 muMmbageHonaTs
KpYITHOOYAroBbIi KapIHOCKIIEPO3 MTOJIUCEPO3UT

MOpa)KEHUE TUIIEBAPUTENBHOTO TPAKTa  XpOHUYECKas HedpomaTus

OCTpasi CKJIepoiepMuuecKas HedpornaTusi  NOJIUMHEBPUT, mopakeHue [[HC
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JIABOPATOPHBIE: OBUINE

Crneund.aHTHHYKIJIEApHBIE aHTHUTEIIA. [ToTepst Macchl Tena, IMXOpajaKa.
JlabopaTopHblie
yBenmuenne COO,
TUIIEPIIPOTEUHEMUS
TUIepraMMario0yInHEeMHUsI,
antutena k JIHK,
pEeBMATOUTHBIN (HAKTOD.

JINODEPEHIIMAJIBHBIA JTUATHO3 nomkeH IPOBOJUTCS B IIEPBYIO

ouepeib ¢ TPYIIION CKIEPOAEPMUUECKUX 00JIe3HEH, K KOTOPHIM OTHOCSITCS:

e OrpaHuyeHHasi CKJIEPOJACPMHUS, BCTPEUAIONIAsICI OTHOCHUTEJIBHO YacTO B
JIepMaToIoTHYecKor mpakTuke. KimHuueckas KapTUHa, KaK MpaBUiio, OrpaHUYEHa
TOJBKO KOXHBIMHU TPOSIBICHUSIMU, CUHIpPOM PeiliHO M mopakeHue BHYTPEHHHX
OpPraHOB OTCYTCTBYET. XOTSI CHCTEMHOCTb IpHU 3TOU (OpMe OTCYTCTBYET, B oUarax
MOPAKEHUS KOKH BO3MOXXKHO 00pa30BaHUE KOHTPAKTYp, CYCTaBHON U MBIIICUHOMN
natosiorn. JlabopaTopHble CIBUTHM YacTO OTCYTCTBYIOT, HO Yy HEKOTOPBIX
OOJIbHBIX BBISBIISIFOTCSL aHTUHYKJICAPHBIE aHTUTENA, TUIlepraMMarioOyIuHeMus,
MOBBIIIEHUE COAEPKaHUS HMMMYHHBIX KOMIUJIEKCOB, 4YTO CBHUIETEIBCTBYET O
HaJIMYUU UMMYHHOTO KOMMNOHEHTa. [IporHO3 B 11€JI0M OJaronpusiTHBIN, B PEIKUX
CJIy4asiX BCTPEUAIOTCS TsKeIbIe (hOPMBI.

o Jlubdy3upiii  s03uHOPMIBHBIA  (dacuuutr  ([ADD), xapakrepusyercs
JIOKaliM3aluend CKIEePOJACPMOIOJ00HBIX M3MEHEHUH B 00JIaCTH TpeaIuieuuii u
rOJICHEW MpU COXPaHHBIX TUCTAIBHBIX OT/ACJIIOB KOHEYHOCTEH: KOXKHU LU U JUIIA.
Jlnst manHOrO 3a00J€BaHUS XapaKTEpHA TUIMEPIO3MHOPWIMS U TMATOJOTUYECKHE
u3MeHeHUusl B dacuusix, onpenensemMbie Tpu MOPGOIOTHYECKUX HUCCISIOBAHUSX.
Otmnuust ot CCJ] 3akiiro4aroTcs Tak e B OTCYTCTBHM CHHApPOMa PeliHO U KpaitHe
PEIKUM pa3BUTHEM BHCLEpabHON Tatojgoruu. JID® BO3HMKAET Kak IPaBUIIO

MOCJI€ YpE3MEPHOU UM HE OOBIYHON HArpy3KH U MPEUMYUIECTBEHHO Y MYKUHH.
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e Cxneponema bymike - OTHOCHTENBbHO T0OpOKAaYeCTBEHHOE 3a00JeBaHUE,
XapakTepusyromieecs OBICTPHIM Pa3BUTHUEM OTECYHO-WHAYPATHUBHHBIX W3MEHEHHI
KOXHU M TOJJIeKAIIUX TKaHEW MPEUMYIIECTBEHHO B 00JIacTU IIeW M JIMIA.
3aboseBaHre YaCTO HAUYMHAETCS C KaTapalbHBIX siBlieHUd, B otiaumuue ot CCJJ
OBICTPO pa3BHBaeTCid YIUIOTHEHHA B o00JacTH IIeM U JIMIA, KOTOphIE
pacmpoCTpaHsIOTCS Ha IUIEUEBOM MOSC, BEPXHHE OTHAENbl TYJOBHUINA, HWHOINA
3aXBaThIBasl KUBOT, MIPH STOM JUCTAJbHBIE OTEIbl KOHEUHOCTEH HE M3MECHEHBI.
BTopbIM CyIIECTBEHHBIM OTIMYUEM SIBISIETCS JIOKAJIM3AlMs Mpolecca B TITyOOKHX
CJIOSIX JIEPMBI, B CBSI3M C Y€M, KOXKAa COXpaHSET OOBIYHYIO OKPACKY, OTCYTCTBYET
aTpo(us, HaPOTHUB TUIOTHOCTh TKaHEel OoJiee BbipakeHa, yeM npu CCJl. Cunnpom
PeiiHo orcyTcTBYeT, BUCLEpUTOB HeT. JlabopaTopHble MPU3HAKU aKTUBHOCTU Kak
MPaBUJIO OTCYTCTBYIOT, MHOTAA yBennunBaercss COD

e Cpenu TICEBAOCKIEPOJCPMUUYECKUX COCTOSIHUH 0c000€ MECTO 3aHHUMaeT
apaHeoIUIaCTUYEeCKUl  cuHApoM. JlJIs  KOTOpPOro  XapakTEpHbl  pa3BUTHE
KOHTPAKTyp, (QUOpPO3UTOB, apTpairuil, MHAYpPaTHUBHBIX H3MEHEHUH B 00JacTu
npeamieynii u ronexnei, 6e3 cunapoma Pelino u cepos3uroB. Hapsany ¢ atunuzmMom
CKJIEPOIEPMHUUECKUX MPU3HAKOB OOBIYHO MPOSIBISIOTCS M HApacTalOT CUMITOMBI
OITYXOJIH.

JIEUEHHME. Cnoxubiii maroreHe3 3a00J€BaHHUS JTUKTYET HEOOXOIUMOCTH

Ha3HAYeHMs] KOMITJIEKCHOM Tepanuu.

OcHOBO¥ JIeueHHS SBISIETCS COUYETaHNE TPENapaToB CICAYIOMIUX TPYIIIL:

1. Tlpenapartbl obGnanatomue aHTHGUOpPO3HbIM neicTBueM (D -nenunmimamus,
Ty (OH, KOJIXUIIUH, TUa3a).

2. CocynucThie MpemnapaThl: Ba3oAWJISATATOPHI, Je3arperanThbl, aHTHOMPOTEKTOPHI
(OmokaTOpbl  MEMJIEHHBIX  KaJBIIMEBBIX  KaHAJOB, TPEHTAN, KypaHTHII,
PEOTONUTIIIOKUH, UHTUOUTOPBI aHTMOTEH3UH MPEBPAILAOIIET0 PepMEHTA).

3. IIpoTuBOBOCTIANTUTENbHBIC U UMMYHOCYTIPECCUBHBIE CpelcTBa
(KOPTUKOCTEPOUIbI, IUTOCTATUKHU ), AMUHOXUHOJIMHOBBIE MTPENapaThl.

4. DKcTpakopnopalibHbIe METOIbI JIeueHUs (Tutazmadepes, reMocopoLus).
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JlokanbHas Tepanus (OUMEKCcHI, THalypoHuaasza). OcCHOBOWM Tepanuu
ABJISIETCST 3-X KOMIIOHEHTHAsl CXeMa, BKJIIOYAIONIAasl MperapaThl TMEPBBIX TPeEX
TPYIIIL.

Omno w3 Beaymux mect B JiedueHnn CCJl 3anumaer D-neHUnvuiamuH,
OKa3bIBAIOIIMIA BJIMSHUE Ha H30BITOUHOE KoJulareHooOpa3zoBanue. IIpemapar
UHTUOMPYET BHYTPHU- U MEXKMOJICKYJSIPHBIE CBS3M KOJUIareHa, HaKaruIuBaeTCs B
KO)XK€ M TOJaBlsAs €ro CHUHTE3 W  CO3pPEBaHHE -  MPEIOTBpaIlacT
bubdpo3000pa3zoBaHue.

D-neHunuiaMuH  yMEHBIIAET CruOaTeNbHble KOHTPAKTYPbI, IIOTHOCTH
KOXKHU, IPOSIBICHUs cuHapoma Peitno, ynyumiaetr Tpopuky, HECKOJIBKO YMEHBIIAET
WHTEHCHUBHOCTD BHCIIepalibHOTO (prbposa. Haznauaercs B no3ax ot 150 mo 300 mr
B JIeHb B TEUEHUM 27 HeJenb, 3aTeM KaX/ble JBE HEICIU PEKOMEHIYETCs
noBeimath A03y Ha 300 mr go MakcumanbHoM (1800 wmr). Taxoit mo3zoit
MOJB3YIOTCS  OKOJO 2™ MecsleB, a 3aréM MEMICHHO TIOHMKAKT 0
noaaepxkusaromen 300-600 Mr B CyTKM Ha MPOTSHKEHHH HECKOJIBKHX JIET.
O¢ddexra OoT MPOBOAMMON Tepanuu CIeAyeT OXKUIATh HE paHee, YeM 4Yepe3 JiBa
Mecsla OT Havasla JIeYEHUs.

[To6ounbIe nelCTBUS: allJIepruydecKas Chlllb, MOYEBON CHUHAPOM, THCTICTICHUS
JEHKO- W TPOMOOLUTONEHUS, KPOBOTCUCHUS, MHACTCHUSI, BBINAJEHUE BOJOC.
[IpoTuBOMNOKa3aHus: HapylIeHHe GYHKIIMU NIEYEHH, TTOUCK, JICHKOIICHHUS.

D-neHunuiiIaMuH UCTIONB3YETCsl B KaU€CTBE OCHOBHOTO CPEJICTBAa 0A3UCHOM
Teparui W TO3BOJSIET OCTAHOBUTH MPOrPECCHpPOBAHUE OOJIC3HU U YJIYUIIUTh
MPOTHO3.

OreuecTBEHHBIN Mmpemapar - YHUTHOJN, 1O MEXaHU3My JIEUCTBUA,
HarnoMuHaeT D-neHunuIaMuH, oJlHaKo MeHee d(PPEeKTUBEH U MPUMEHSETCS MpHU
OTHOCHUTEJIHHO JIETKOM T€UCHUH 3a00JICBaHUA.

JIpyruM J1€KapCTBEHHBIM CPEJICTBOM OKAa3bIBAIOIIMM HOPMAJIU3YIOIIEE
JeCTBUE Ha KOJUIareHOOOpa30BaHUE, SIBISETCS KOJIXUIMH. JledeHne HauuHAIOT ¢
HEOOJBIION 10361 - (0,5 MI/CyT W TMOCTENEHHO MOBBIMIAIOT 0 J03bI KOTOpas He

BBI3BIBAECT JKEYAOYHO-KUILIEYHbIA PACCTPOUCTB.
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[IpyHIMNIHATBPHO BaXXHO YK€ B Hadale 3a0ojieBaHUSI BO3CHCTBOBATH Ha
CHUCTEMY MUKPOLMPKYJSIMK U cuHapoM Peitno. Ilpemapatom BbiOOpa siBisieTcs
Hudeaunun (kopundap) KOTOPHIA OKa3bIBaeT MOPa3UTEIbHBIA A3(DPEKT HE TOITBKO
npu cuHapome PeitHo, HO make Mpu Cepbe3HbIX TPOYUUECKUX M3MEHEHHSX U B
CIy4yasx HauyajabHOW TaHrpeHsl mnanblieB. Kopundap B moze 30-80 mr B CyTku
OTUYETJIMBO YJIYYIIaeT KPOBOTOK B KOXHBIX COCYJaX M YMEHBIIAET KOJUYECTBO
IIPUCTYNIOB CHHIpOMa PeiiHo.

- Jlezarperantbl MoKa3aHbl MPU MOBBIIIEHHON arperalMoHHON aKTUBHOCTHU
TPOMOOLIMTOB U Pa3BUTUU CHAK-CUHIPOMA.

- AHTUKOAryjgsHThl (r€mapyuH W Jp.) Ha3HA4YalT MpPU CKIOHHOCTH K
runepkoarysiiuu u pazsutuu JIBC-cunapoma.

- T'unorensuBHble mnpenaparbl (MHrUOUTOpHl AIID) mpumeHstoTcs mpu
IIOJIO3PEHNHN HA PA3BUTHE 3JI0KAYECTBEHHOI'O TUIIEPTEH3MOHHOTO KPU3a.

Inpokoe pacnpocTpaHeHue MOy YUIN npenaparsl THUTIA
IIPOJIOHTUPOBAHHBIX COCYJIOPACIIUPSIOIINUX CPEACTB - JIENO-TaAyTUH, TPOJEKTHH,
aHJCKaJIWH, HUKOTHMHOBAas KHUCIOTa, JICYEHHE KOTOphIMH mpoBoasaT 20-30
JTHEBHBIMU Kypcamu 2 pa3a B roJl B OCEHHE-BECEHHEM MEPUO/IE.

[IpoTuBOBOCHIANIUTENIbHAS TEpanusl IMOKa3aHa B CBSI3M C Pa3BUTHUEM Ha
pannux cragusix CCJ] -Hecmenmuduyeckoro  BOCHAJIEHUsA, I1€JI€CO00pPa3HOCTh
NPUMEHEHUSI KOPTUKOCTEPOUIOB 10 CUX MOP OCTAaeTCs AUCKyTadenbHOU. [[aHHbIe
npenapaTtbl MOKa3aHbl MPU BBICOKOW W yYMEPEHHOM AaKTHUBHOCTH IIpoliecca B
CycTaBaX, MpPOSIBJISIONIEIOCS CKOBAaHHOCTbIO W CHHOBHUUTOM, YMEPEHHOM
JIMXOPAJIKOM, VMHTEPCTULHAIBHON ITHEBMOHUEH, TJIOMEPYIOHEPPUTOM,
yckopennorr COD, a Ttak xe coueranue CCJl ¢ apyrumm 3a00J1eBaHUSAMU
COCIMHUTEIBLHON TKaHU (MEPEeKPECTHhIN cUHIpoM). HazHauaroTcs OOBIUYHbBIC O3B
npenan3osiona - 20-30 Mr/cyt. 10 AOCTHMIKEHUS TepameBTHYECKOTo 3(ddekTa, a
3aTeéM MEIJICHHO CHWIKAIOT JI03y 10 TojnepkuBaromed - 5-10 mr/cyr. Ilpum
Pa3BUTHU MPOSBICHUN MOJIMMUO3UTA HauadbHas 1032 KOPTUKOCTEPOUIOB JTOKHA
ObITh OKOJIO 40-60Mr. Xoporeil cuyuTaeTcsi KOMOWHAIMS MPEaHU30JI0Ha U D-

INICHUIWIIJTaMHHA.
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HecrepouHble  MPOTHBOBOCHAIMTENBHBIE  MPENApaThl  MPHUMEHSIOTCA
NPAKTUYECKH BCEr/1a, OCOOCHHO MPU HATUYMU OOJEBOTO CHUHApPOMA Pa3TUYHOMN
JOKaNU3allid M TPU HEMEPEeHOCUMOCTH TOPMOHAIBHBIX MpemnapaToB. OgHAKO
ClIelyeT MIOMHUTH 0 9acTo BerpedaromeMcs y 6onbHbix CCJI pedrokc-330¢arure
U TOPAXKEHUSX KEITYJOUYHO-KUIIEYHOTO TPAKTa, YTO HECKOJBKO OrpaHUYMBAET
MPUMEHEHUE TAHHOU TPYIIIIBI.

NmMmyHOIENpecanThl Ha3HAYAIOTCS MPH MPOTPECCHPOBAHUH 3a00JEBaHUS U
Ipy OTCYTCTBUHU 3(PeKTa WM IIIOXOW MEPEHOCHMOCTH MPOBOAMMON Tepamuu.
Hcnonw3yrores: azatnonpu win nukiopocamun mo 100-200 mr/cyt, xnopOyTun
no 8-15mr/cyT, uHorjga Metotpekcar no 7,5-10Mr B Hezeto.

IIpn YMEPEHHO BBIPAKEHHOMN aKTUBHOCTHU HA3HAYaITCs
aMUHOXWHOJIMHOBBIE mpemnapatbl (nenarwn 0,25 r/cyt wim minakBenun 0,2-0,4 r
/cyT), HA3HAYAIOTCS TUTENIBHO - TOAaMH.

KomniekcHoe nieueHue 1enecoo0pa3sHo JONOJHATh MECTHOM Tepamuei, B
YaCTHOCTH JIMMEKCHJ] OKa3bIBAET AaHAJIBIE€TUYECKOE, IPOTUBOBOCHAIUTEIBHOE
NeICTBUE, OH MPOHUKAET Yepe3 OMoJornueckre MeMOpaHbl, B TOM YHUCIIE U KOXKY U
TOPMO3UT Tposudepanuo ¢(uOpoOIaCTOB, HA3HAYAETCA B BHUJAE MECTHBIX
anmukaiui 50% p-pa Ha nopaxeHHyro Koxy Ha 15-30 munyt Ne 20-30. Yacto
JUMEKCHUJIOM TOJIB3YIOTCSI KaK YHUBEPCAIBHBIM TPAHCAEPMAIBHBIM IIPOBOJHUKOM
TaKMX BA30aKTUBHBIX IMPENapaToB, Kak HUKOTUHOBAas KHCIOTa, NPOJAEKTHH,
KypaHTHIL.

TpaaumoHHBIM HaIpaBJIECHUEM JICYECHUS CCU, ABJIACTCSA
bepmenToTepanusa. Yaie Bcero NpUMEHSIOT JIUJA3y U THATYPOHUIA3y C LIEJbIO
YMEHBUIEHUSI MMPOHUIIAEMOCTH KalWJUIAPOB, TKAHEBOro oreka u T.A. [Ipenapatsl
Ha3HAuYalTCs B BUJE MOAKOXHBIX HHbeKIMH 1o 64-128 IE (Ha kypc 12-14
WHBEKIUH, Yepe3 Kaxaple 3-4 Mecsra) uin diekTpodopesa. Beicokas akTHBHOCTD
mpolecca SIBISETCs MPOTUBOMOKAa3aHUEM [UIsl Ha3HaueHUs (epMEHTATUBHBIX
npenaparos.

B xmunuke CCJl Hepeako OCHOBHBIM CHUMIITOMOM SBJISIETCS IOPaKEHHE

KCIIYAOUYHO-KUIICYHOI'O TpaKTa, B CBA3M C OTHUM TaKuC OOJBHBIE JOJIDKHBI
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NPUHUMATh aHTAlUAbI, BSDKYIIME M OOBOJIAKMBAIOIIME CPEACTBA, a TakK ke
npenapaTbl HOpMaJU3yIOLe MOTOPUKY KHILIEYHUKA (LepyKan).
V. llepeuens KOHMPOIbHBIX 60NPOCOB.
Oco0eHHOCTH TaTOreHe3a 3a00IeBaHMs.
JleOroT 6one3Hn
XapakTepHbIe KOYKHBIE ITPOSIBICHUSI.
Cunnpom PeitHO 1 ero xapakTepHuCTHKa.
CREST - cunnpowm.
XapakTtep NopaKeHUs1 ONIOPHO-IBUTATEIBLHOTO anmnapara.
[lopaxxeHus nmoyex.

IMOPaXXCHUC KKT u ero mecra B JAUAarHOCTHKC 3a00JICBaHHUS.

© ©o N o O kW N PE

[TopakeHue apIxaTeIbHON CUCTEMBI.
10.OH10KpUHHBIE HAPYIICHHUS .
11.JTaGopaTopHasi U UHCTPYMEHTaJIbHAsl JUATHOCTHKA.
12.TakTuKa JICUYeHUSI.
VI. IIpumepvt mecmoeswix 3a0anuii
1.Kakoe nopakeHrne K0KM XapaKTEPHO IS CKIEPOAECPMHUN?
1. IIOTHBIN OTEK.
2. KosblieBUIHAs dpUTEMA.
3. Y3noBaras spuTema.
4. DpuTeMa Ha JIMIIE B BUJE «0a00UKM».
5. I'unepkeparo3 KOxH.
2.Kakoil XapakTEpHBI BUJ UMEET JIMLIO NMAUEHTa CO CKIEPOAEPMUEH?
1. AMuMHUYHOE, MacKooOpasHoe.
2. JIlynoobpa3Hoe.
3. Crpananpueckoe.
4. bnenHoe ¢ akponraHo3oM ry0, KOHYMKa HOCa M pyMSIHIIEM Ha ITeKax.
5. JKentynmiHele KOXKHbIE TOKPOBBI.
3.Kak BBITTIAIAT KUCTH OOJIBHOTO CKIIEpOACpMHUEH ?

1. ITayuybu nmanbupl.
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2. YnpHapHas AeBUALUs KUCTEH.
3. [Nanbupl o TUMy OapabaHHBIX MaTOYEK.
4. lebopmariuu nanblieB MO TUITY «IIEH JeOes».
5. ledopmarnnu 1o TuIy «OyTaHBEPKI.
4.I1o xakoMy THITy IOPAYXKAKOTCS CyCTaBbl IIPU CKIIEPOAEPMUN?
1. ITo Ty peBMAaTOUIHOTO APTPUTA.
2. Ilo Ty peBMaTU4ECKOr0 NOJINAPTPUTA.
3. Ilo Tumy ocTeoapTpo3a.
4. Tlo Tumy moOAArpu4ecKoro apTpuTa.
5. Ilo Trmmy peakTUBHOTO apTpUTA.
5.Kakoii u3 nmpusnakoB He BXoauT B CREST -cunnpom?
1. TennoOBaruHMUTHI.
2. CKnepoaaKkTHIIUS.
3. D30(arur.
4. Cungpowm Peitno.
5. CocyaucTsie 3BE3I0UKH.
6.Kaxoi n3 nmpusHakoB Bxoaut B CREST -cunapom?
1. TeHmOBaruHMUTHI.
2. bazanbHbIN THEBMOCKIIEPO3.
3. 'actponyoneHur.
4. Cungpom Peitno.
5. Y3noBaras spuTema.
7. Kakoii n3 npuszHakoB He BXxoauT B CREST -cunnpom?
1. TeneaHrnoOAKTA3MUU.
2. CknepoaaKkTUIIHSL.
3. D30 TanbM.
4. Cungpom PeitHo.
5. CocyaucTbie 3BE3/I0UKH.
8.Kakoil 13 MEXaHM3MOB XapaKTEpU3yeT MaTOT€HE3 CKIEPOAEPMUU?

1. 'enepanuzoBanubiii (UOPO3 BHYTPEHHUX OPTaHOB.
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2. IMMYHOKOMIIJIEKCHOE 3a00JIEBAHME.
3. Hecienmduaeckoe BocmaneHue.
4. JlereHepaTUBHOE NOPAKECHUE.
5. HexpoTtuueckunii XxapakTep NOpaKECHHUS.
9.Kakue nopaskeHust MHOKap/ia HaOJIIOAAI0TCS TIPU CKIEPOACPMUM?
1. ITo Tumy kapanockiepo3sa.
2. Ilo Ty HEKpo3a.
3. Ilo Tuny nuctpoduu Muokapa.
4. Tlo Tury MHUOKapauTa.
5. I1o Tumy MIeMUYECKOTO MOPAKEHU MUOKAP/IA.
10.Kakas cTagust mopakeHus KOKHM HE HAOJIFOAaeTCs MPU CKIEpOoaepMUn?
1. IInoTHOTO OTEKA.
2. Uanypauuu.
3. Atpodun.
4. KanpimHo3a.
11.Kaxkoro renes3a crudareiabHble KOHTPAKTYPBI IIPU CKIEPOJIECPMUH?
1. KoHO-MBIIIIEUHBIE.
2. BeIBUXU CyCTaBOB.
3. JlereHepaTuBHbBIEC MOPAKEHUS XPAILA.
4. Y3ypaiuu CyCTaBHBIX ITOBEPXHOCTEM.
5. CycTaBHOW «MBIIIN.
12.YT0 HE XapaKTEepHO MPHU MOPAKEHUU TTOUEK ITPU CKIIEPOAEPMUU?
1. AMunonno3 noyex.
2. Hedporuueckuii CHHIPOM.
3. 'unepreH3us noyeyHasl.
4. XITH.
5. Ilporennypusi.
13.Kakoii u3 nepedyrcieHHsaX IpenapaToB HE UCTIOIb3YETCS MPH JICHEHUH
CKJIEpOJiepMun?

1. JI-neHuuuiIaMuH.
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2. KonxumuH.
3. IlpenHU30710H.
4. JInpasa.
5. AJIOIypHHOIL.
14 .Kakyro rpynny npenapaToB HE UCIIOJIb3YIOT MPH JICUEHUH cUHApoMa PeitHo y
OOJBHBIX CKIIEpoIepMUEH?
1.bnokaropsl OeTa-aipeHOPENENTOPOB.
2.boKaTOpBl MEAJIEHHBIX KAJIBIIUEBBIX KAHAJIOB.
3.AHTHArperaHTBhl.
4. AHTHKOATyJISIHTBI.
5.Muarubutopsr AIID.
15.Kakoii u3 nmpenapaTtoB OTHOCUTCSA K AHTH(PUOPOZUPYIOIIUM CpPEICTBAM?
1. Konxuuus.
2.JTaln3uH.
3.AHTypaH.
4.9tamuy.
5. HoBokanmnammu,.
16.Kakoii mpemnapaT He UCTIOIB3YETCS IS JiedeHus1 pedurrokc-330(darura mpu
CKJIEpOJiIepMuUn?
I.Mumnokcukam.
2.1'aBUCKOH.
3.0menpazon.
4 MoTtunuym.
5. ®amoTuvH.
17.Kakoe nopaxeHue JErKux NP CKIEPOIEPMUU?
1. bazanbubiil 1 quddy3HBIN THEBMOPHUOPO3.
2. ITneBMOHUSL.
3. OOCTpYKTUBHOE TTOPAKEHUE OPOHXOB.
4. ITHEeBMOHMUT.

5. IlneBpuUT dKCYAATUBHBIN.
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18.Kakue varie Bcero 1036l IPETHU30JI0HA HA3HAYAIOT OOJILHBIM CKIIEPOIEPMUEH?
1. 20 -30 mr/ cyTKH.
2. 30 -60 mr/cyTKH.
3. 60 -100 mr/cyTku.
4. bonee 100 mr/cyTkwu.

5. Ilynec - Tepanuto.

VII. /lumepamypa.

OcHOBHas:

1. Hamionansauii  migpyuynuk /3a pea. B.H. Kosanenmka, H.M. Ilyrw/-K.-
MOPIOH,2013.-671c.

2. BHyTpimHS MeIuIMHA — PEBMATOJIOTiSI HaBYANbHHWKA MOCIOHMK -/-B.€.
Konpgpatiok, M.b. [Ixyc/,-K.-BCB «Menutnunax,-2017.-272c.

3. T'anmka 1. M., Koamenko B. M., Jlucenko I'. I. Ta in. PeBmarosorisa. — K.:
3n0poB’s, 1996.

4. KimHuyeckasi peBMaroyiorus (pyKOBOJCTBO ISl MpakTudyeckux Bpaueit)/ Ilog
pen. B. . Maszypogsa. — CI16.: OOO Uza-Bo “@ommant”, 2001.

5. KoBanenko B. H., I'yiina II. II., Jlatoryc U. U. [luarHocthka u JnedeHHe
peBMaTtnueckux 0ose3Heil. — XapbkoB: OcHoBa, 1999.

6. HaconoBa B.A., Acranenko M.I'. Knunudeckas peBmaronorus. PykoBoacTso.
M. Menumuna, 2005.

JlomogHuTENbHAS JIUTEpPATYpa

7. beneBonenckas JI. O., bpxxe3oBckuit M. M. DnuaemMuosorus peBMaTUYECKUX
0oxnes3neit. — M.: Menununa, 1988.

8. PeBmartnueckue Oo0N€3HW: HOMEHKIATypa, KiIacCHU(pHUKaIUs, CTaHIAPThHI
nuardoctuku u jedenus / [log pen. B. M. Kosanenko u H. M. lly6s1. — K.:
OO0OO “Karpan rpyn”’, 2002.

9. Kynum H.U., TanskyT B.A., Kuryn A.. Kokcaprpos. Knunuka, tuarnoctuka
u neyenue // Bectn. Poc. AMH. - 1992. - Ne 5. -C. 31-32.
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Tema: JEPMATOMHNO3UT U TIOJIUMHUO3UT

Konuuecmeso yuebnuvix uacos — 3.

1. Akmyanvnocmo memoi

JHepmatomuosut ([IM) kak 3abojieBaHue BrepBbie pacrnoszHan E.Wagner, a
omcan oH Obur B 1891 1. H.Unverricht. [IM kak HO30JIOrHYecKass €IWHULIA
nosiBuics Ha 75 ner mno3nHee, korma Walton u Adams omyOnukoBaiiu
MOHOTpaduIo.

[To manueiM B.A. HaconoBoii, B rog Ha 1 MiH. xutenedt BcTpedaercs 2-10
HOBBIX cCllydaeB 3a00JieBaHUS, 4YTO TMOATBEPXKIAIOT U JPYrHe aBTOPBHL
3a00J1eBa€MOCTh M CMEPTHOCTb OCTAlOTCS BBICOKMMHU 0€3 COOTBETCTBYIOIIETO
nedyeHud. [lonuMmuo3uT SBIsIETCS HAMMEHEE 4acToU U3 BceX (POPM U OUEHb PEAKUM

KaK CaMOCTOSTEIbHAsI HO30JIOrnUecKas eIMHHUIIA.
II. Yueonasa yennv 3anamus.

- yrayOuTh 3HAHUS 1O BONPOCaM OCOOEHHOCTEW KIMHHUKH, JIMarHOCTHKH,
muddepeHnanbHO  TUArHOCTHUKH, JICUCHUS, poHUIIaKTHKH, npu

ACPMATOMHNO3UTC U ITIOJIMMHO3UTC.

3Hams.

- ATHOJIOTHIO ¥ TIATOTEHE3 IEPMATOMHO3UTA U MOJTMMHUO3UTA;

- MEXaHW3Mbl BOSHUKHOBEHHUS Pa3HbIX (GopM 3a00JIeBaHUS;

- KJIMHWYECKHUE MPOSBICHUS EPMATOMHO3UTA U MOJTUMHO3UTA;

- COBpPEMEHHYIO KJIaCCU(DHKAIIUIO TePMATOMHO3UTA U TIOJTUMHUO3UTA;

- JUarHoCTUYECKHE  BO3MOXKHOCTH  OONIEKIMHUYHUX,  OMOXUMHUYECKHUX,
PEHTICHOJIOTHYECKHUX,  DJICKTPOKapauorpaduuecKnx  dXoKapauorpapuaHux
METOJIOB HCCIICAOBAHNUS;

- MPOTHO3 3a00JIeBaHUS;

- HEMEIWKaMEHTO3HBIC METOJBI JICUCHUS M NPO(HUIAKTHKU JePMATOMHO3HUTA U
MOJIUMHUO3HUTA (¢usnoTepaneBTUUECKHE, dbuTOTEpaNIeBTHUECKHE,

uriopedeKcoTepanus, MCUXoTepanus 1 ap.);
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O0COOCHHOCTH JIeU€OHOTO MUTAHUS MPU AEPMATOMUO3UTE U MIOJTMMHUO3UTE;
KJIMHUYECKYI0 (apMaKOJIOTHUIO CEJAaTUBHBIX IPENapaToB, CHa3MOJUTHKOB,
CEPACYHBIX U IPYTUX IPYNN MPENAPaTOB, KOTOPHIE MIPUMEHSIOTCS TP JICUEHU U
JNE€PMATOMHO3UTA U MOJTUMHUO3UTA;

MOKA3aHUsI W TPOTHBOMNOKA3aHUsA, a TaKXKe TMOPAJOK HAIpaBICHUS Ha

CaAHATOPHO-KYPOPTHOC JICHCHUC OOJILHBIX ACPpMATOMHUO3UTOM U ITOJIMMHUO3UTOM.

Ymems:
coOpaTh Kat00b O0JILHOTO, aHAMHE3 3a00JICBAHNS;
ONPEAENUTh KIMHUYECKUI BapUaHT X04a IEpMAaTOMHO3UTA U MOJTUMUO3UTA;
COCTaBUTh cXeMy Ju(p@depeHaTIbHOr0 JIuarHosa ¢  3a00JeBaHUSIMU
PEBMATUYECKOr0 Kpyra; HEBPOJIOTHYECKOW NATOJIOTHUEH, COMPOBOXKIAAIOIICHUCS
MHUONIATUYECKUMU CUHIApOMaMH (MuacteHus, cusapom Jlhmbepra—HToHa,
MblieyHass auctpodus iomenna, bekkepa); SHAOKpUHHOW MaTOJOTHUEH
(runepTupeo3, TUNONapaTUpPe03, THUIEPATbAOCTEPOHU3M); HH(PEKIIMOHHBIM
MHUO3UTOM (BUPYCHBIM, OakTEepHaIbHBIM, Mapa3UTapHBIM); JIEKAPCTBEHHBIMU
MHUOMATUSIMU (MOTYT ObITh OOYCJIOBJIEHBI MPUMEHEHUEM THUIOJIUIHUACMUYECKIX
cpencts, konxunuHa, ['K, sTanona, genarumna, 3u0ByIMHA); DJIEKTPOIUTHBIMU
napymenusamu (Mg?*, Ca?*, K*).
000CHOBaTh ¥ CHOPMYIUPOBATH KIMHUYECKUI AUATHO3 COTJIACHO COBPEMEHHOM
KJ1acCU(UKaIIUH,
HA3HAYUTh IUPPEpeHIIPOBAHHOE JIEUCHUE I€PMATOMUO3UTA U MOJIUMHUO3UTA B
3aBUCUMOCTH OT BAapUaHTOB Xoja 3a00J€BaHUs M HaJUYMS COIYTCTBYIOLIUX
3a00JIeBaHUH, BBIMKCATH PELICTITHI;
ONpPENENUTh TAKTUKY YYacCTKOBOI'O Bpauda MOJUKIMHUKM Ha Pa3HbIX 3Tamax
HaOIrOICHUS 32 OOJILHBIMU JIEPMATOMUO3UTOM U MIOJTUMHUO3UTOM;
ONPENENUTh TAKTUKY PELIEHHS BOMPOCOB MEIMKO-COLMATBHOW 3KCIEPTHU3BI,
TPYJAOYCTPOMCTBA, MPOPUIAKTUKH.
OCMOTp OOJIBHOTO;

UCCIIEIOBAHME ITYJIbCa;
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- Majblanys NepuKapaIuaIbHOl 001acTh

-  HU3MEpPEHHE apTePUAIBHOTO JAaBJICHUS,

- MEPKYCHs U ayCKYJIbTAIMs Cep/Ila;

- COCTaBJICHUE IUIaHA 00CIIeI0BaHUs OOJIbHBIX;

- HAHTEpIpeTalys JaHHBIX JTOMOJHUTEIbHBIX METOJ0B HCCIIEIOBAHUS;

- (opmynupoBKka 000CHOBAHHOT'O KIIMHUYECKOTO JINarHO3a;

- Ha3HAUYCHWE  WHJUBHUAYAJbHOIO  KOMIUIEKCHOTO  JIeYeHUS  OOJbHOMY

JIEPMATOMUO3UTOM U MOJIUMHUO3UTOM.
II1. I]enu pazeumus auunocmu (60ocnumamenvHvle yeiu):

JleoHTONOTMYECKHE  acleKThl Mpu  paboTre Bpaua ¢ OOJBHBIM
JEPMaTOMHO3UTOM U MOJUMHUO3UTOM. [lcuxonormyeckue npobdsieMbl y OOJIbHBIX
JEPMAaTOMHO3UTOM M  TMOJMMUO3UTOM, a TakkKe poJib Bpaya B HX
IICUXOTEpaNeBTUYECKO  Koppekunu. [IpaBoBble  acnmekTsl W BOIIPOCHI
1po(hecCHOHATIBHOM OTBETCTBEHHOCTH Bpaua B ONPEJEICHUN TAaKTUKU JICUCHHUS, a

TaK)K€ BPEMEHHOU U CTOMKOM yTpaThl TPYJOCHOCOOHOCTH MALUEHTA.

IV. Conepxxkanne Tembl:

OITPEJAEJIEHHUE U JITMAEMHUOJIOI'USL.

HNepmaromuo3ut (M) - nuddys3Hoe nporpeccupyroiiee BOCHATUTEIHHOE
3a00JiIeBaHUE COCIUHUTEILHOM TKaHU C TPEUMYIIECTBEHHBIM MOPAKEHUEM
IIOIIEPEYHO-TIONIOCATON U TJIAJAKOM MYCKYJATypbhl C HapyLICHUEM JIBUTATEIIBHOU
(GYHKIIUU, KOXKHU B BHJIE dPUTEMbl U OTEKA, C YaCThIM MOPAKEHHEM BHYTPEHHUX
opraHoB. 3a0oJieBaHME  pAcOpOCTPAaHEHO BO  BCEX  KIMMATUYECKUX U
reorpauYecKux 30HaX 3E€MHOTO Iapa M 3aHMMAET IO YacTOTe TPEThE MECTO
cpenu auddy3HbIX 3a00JIEBaHUNA COCAMHUTEIBHOW TKAHU II0CIE€ CUCTEMHOMU
KPaCHOM BOJIYAHKU U CUCTEMHOW CKJIEPOJACPMHUH.

Y 30% OonbHBIX TMOpa)XX€HHE KOXKU OTCYTCTBYET, B JTOM Cllydyae

3a0osieBaHuE Ha3bIBaeTcs nonumuo3uTom (IIM).
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Tak xak stmomorus JM wm IIM HeuwsBecTHa, 00a d>TH 3a00JCBaHUS
00BbEIUHEHBI B TPYIIY WAMONATHYECKUX BOCHAIUTENbHBIX Muonatuii. Kpome /M
u IIM, B 5Ty rpynmy BKJIIOYEHBl TaKXke M JApyrue Muonarud. Hapsgy c
UMONATUYECKUMU BOCHAIUTEIBHBIMU MHUONATUSMHU CYIIECTBYIOT U BTOPHUYHBIC
MUOTIATUH, BBI3BAHHBIE ONPECICHHBIMU (M3BECTHBIMU) TPUUUHAMH.

3aboneBaemocts — 0,2-0,8 Ha 100 000 Hacenenusa. Yactora MHO3HUTA C
«BKJIIOUCHUSAMHU» B TOMyJSIIUH  OONBHBIX Kojebnmercs ot 15% mo 28%.
3aboneBaHue pa3BuUBaeTCad y OONBHBIX MOXKWIOrO Bo3pacTa (cpennHuid Bo3pact 61
roja), 4amie y MYX4MH, 4yeM Yy »keHIIuH (cooTHomieHue 2:1). JIM (pexe [IM),
ACCOLIMUPYIOIIUECS C OMYXOJIIMHU, COCTaBJISIIOT npuMepHO 20% OT BCEX CIydacs
BOCMAJIUTENIBHBIX MHONATH. ONyXOodu MOTYT pa3BUBAThCS JO TOSBICHUS
MPU3HAKOB MHO3UTA, OJJHOBPEMEHHO C HUMM WIIM TOCIE UX MosABieHus. Yacrora
3JI0KaYeCTBEHHBIX HOBOooOpaszoBanuii npu JM/IIM B 12 pa3 Belme, 4em B
nonyisiud. Ha ¢oHe 3510kauecTBEHHBIX HOBOOOpa30BaHUI dYallle pa3BUBACTCS
JAM, uem [IM. JIM noBsImaeT BEpOSTHOCTh HAJTWYHUS 3JIOKAYECTBEHHOW OITYyXOJIU B
6 pa3, [IM - B 2 pa3a (MOBBINICHHBIM PUCK paKa SUYHHKA, MOJOYHBIX XKeEJe3,
JIETKHX, KETYyJIKa, KUIIEYHHUKA, ITOJOCTH HOCA U TOpja, NOKEIYAOYHOUN KEIE3bl,
MOYEBOTO IMY3bIPS M HEXOHKKMHCKUX JuM(poM). COOTHOIIEHHUE MYXYUH U
xennH 1:1. [Ipeobnagarontuii Bo3pacT pa3BUTHs 3a00JEBaHUA: ONPEETSAIOT ABa
nuka 3aboiaeBaemMocT — B Bo3pacte 5—15 u 40—60 ner.

I9TUOJIOTUA U ITATOT'EHE3

Otuonorus unuonarudeckoro JIM/TIM neusBectHa. IIpeanonaraercs posb
BUPYCHOW UWH(pekuun u reHetnyeckux (¢aktopoB. Haubonbiiee BHUMaHUE
yaensiercs nukapHoBupycaMm, Kokcaku-Bupycam. XpOHHUYECKas BHpYCHas
MH(EKIMS TEPCUCTUPYET B MBIIIIAX U BbI3BIBAET BTOPUYHBIA UMMYHHBIA OTBET C
pazButuem I[IM. HNmeeT 3HaUYeHME TaKKe AHTUIEHHAasT MUMHUKpPHUSL (CXOJCTBO
AHTUTCHHOW CTPYKTYpPhl BHPYCOB M MBIIII]), OOYCJIOBIMBAIOIIAS TIOSIBICHHE
MEePEeKPECTHBIX  aHTUTEA (ayTOAHTUTEA) K  MBIIIAM C  [OCIEAYIOIUM

06p2130BaHI/IeM HMMYHHBIX KOMILJICKCOB.
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l'enemuueckue gakmopvl TaKkxKe HUrparoT OONBIIYI0 POJb B Pa3BUTHH
3a00JIeBaHU. NmmyHnorenetnyeckum — Mapkepom  JM/IIM  aBnsroTcs
onpenenennple HLA anturensl. Ilpu JIM y neteit um B3pociblx HamboJiee 4acTo
BcTpeuaercss coueranue HLA Bg m DRs, a mpu I[IM, accouumpoBaHHOM C
nuddy3HpIME O0JIE3HIMHU COCIMHUTEILHON TKaHHW, couetaHue HLA Bis u Bag,
HocurenbctBo onpeaeneHHpix HLA-aHTUreHOB coueraercss € NpOAYKIUEH
OTIPEICTICHHBIX MUO3UT-CIEIU(DUIECKIX aHTUTEN.

['enetnueckue (axTopbl, HECOMHEHHO, WIPAIOT POJb B passutuu [IM,
MOI00HO WX YYACTHIO B T€HE3€ APYTHX CHCTEMHBIX 3a00JICBaHUI COCTMHUTEIILHOMN
TKaHHU, T. €. B paMKax MyJbTU(]aKTOpuaabHON Teopuu HaciemaoBaHus. [Ipu stom
MpeaycMaTpuBaeTCa Halu4Hhe MPEeapacrlooKeHHOCTH K 3a00JEBaHUI0, KOTOpas
peanu3yeTrcs JUllb B KOMIUIEKCE C Pa3IMYHBIMU K30 U SHIOTCHHBIMU (pakTopamMu
(cpenoBeiMH, WH(GEKIIMOHHBIMUA, UMMYHHBIMHU, SHIOKPUHHBIMH U 1p.). Hus M
TaKUMH WHUIUUPYIOIMIMMHU OO0JIe3Hb (paKTOpaMH MOTYT OKa3aThCs, HaIpuUMep,
Kokcaku 2 u npyrue rpymnmnbsl BUPYCOB BO B3aUMOJICVICTBUM C BBI3BAHHBIMU MU
WM MPEJCYIIECTBYIOMUMHA UMMYHHBIMU (@Y TOUMMYHHBIMH) CJIBUTAMHU.

XOTs MOJIEKyJsIpHasi OCHOBAa NPEIETEPMUHUPOBAHHOCTH K OOJIE3HU HE
YCTAHOBJIEHA, HMEETCS psAJ KOCBEHHBIX [IOKA3aTEIbCTB B TOJB3Y Y4acCTHs
TreHEeTHYEeCKUX (PAKTOPOB B Pa3BUTUU €€. IJTO - HAIUYUE, XOTA U HEYacToe,
CEMEHHBIX CIy4YaeB JEpPMaTOMHMO3HMTA, B TOM 4YHCIIe y OJU3HELOB, OOHAPYKEHHE
JIPYTrUX  pEBMAaTUYECKUX  3a00JIeBaHMM y  POJCTBEHHUKOB  OOJIbHBIX
JIEPMATOMUO3UTOM (B KaXKJIOW CEIbMOM CEMbEe, Pa3JIMUHbIX AUIEPrUYECKUX U
ayTOUMMYHHBIX CHUHJIPOMOB, JIaDOpPaTOPHBIX CABUTOB - TIOBBIIIEHUE YPOBHS
UMMYHOTJIOOYJIMHOB, aHTUHYKJICApHBIX aHTUTEN, PD B ceMbsix 60nbHbIX J[M.

CneunanbHbIX ~MMMYHOT€HETUYECKHX  HCCIEHOBAHMN C  HU3YYECHHEM
B3aUMOCBSI3M aHTUTreHOB rucrtocoBMectumoctd (HLA) ¢ IM Ha cerogHsiHuUiA
JICHb IIPOBEICHO HEMHOrOo. TeM He MEHee CIEAyeT OTMETUTH BBISBICHHYIO
accormannio JIM (IIM) ¢ BS8-, B14- u DR3-anturenamu B eBpoOIEHCKON
nonyisuuu u accoumanuto ¢ B7 u DRW-6 y Herpos. Heckonbko nosxe F. C.

Arnett U COaBT. OTMETHIIM accolMalnuio Mexay antu Jo-1 (xapakrepusie s M
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aatuten) u HLA-DR3. Bce antu Jo-1-nonoxxkurensHbie 6ombHbIE JIM ObLIH Takxke

DR3- unu DRW-6 nonoxutensusl. OTMeueHa OTpUIIATENIbHAS CBSI3b C AHTUTEHOM

HLA-DRW-4, xotopblii CBONCTBEH OOJIbHBIM cepono3uTUBHBIM PA. CBsizb ¢

aHTUreHoM B8 Xxopomio u3BecTHa ISl pa3iMYHbIX UMMYHHBIX (AQyTOMMMYHHBIX)

COCTOSIHUMA M TOATBEPXKIAET y4acTHE HMMMYHHBIX (DakTopoB B paszButuu M.

Bo3MOXXHO, WMEHHO HajlW4KWe  ONPENECICHHBIX  TalUIOTUIIOB  OOBICHSET

0COOCHHOCTH KiIMHUYeckuX (opm [IM, coueraHuii ¢ ApyruMu 3a00JEBaHUSMU

COEIMHUTENHHON TKaHU (Hampumep, 0osiee 4acToro co CKIEPOJIepMUEH U PEIKOro

¢ PA), BEIpa)K€HHOCTh UMMYHHOI'O KOMIIOHEHTa U T. 1. Acconuaius ¢ HLA-B8 u

DR3 Haubosiee BoipakeHa Npu IOBEHUIbHOM JIM 1 paccMaTpuBaeTcs B HACTOSILEE

BpeMsI Kak TeHETUUECKUN MapKep 3a00JIeBaHUM.

llpedpacnonaecarowumu  unu  mpuceepuvimMu  (nyckogvimu) GHakTopamu
pa3BuTHsA OO0JIE3HU SIBJIAIOTCS: OOOCTpEHHE O4YaroBoil MHQeEKUuH, (PU3NYECKUe U
IICUXUYECKUE TPaBMbl, NEPEOXJIAKICHUSA, NEPErpeBaHus, THUIIEPUHCOJISILIMS,
BaKI[MHALMS, JICKAPCTBEHHAS aJIepPIHsl.

OcHoBHBIM  namocenemuueckum  paxkropom  JM/IIM  saBnsgercs
ayTOMMMYHHBII MEXaHW3M, I[OSBJICHUE ayTOAHTHUTEJ, HaIpaBICHHBIX IPOTHUB
UTOIJIa3MaTHUYECKUX OEJIKOB U pPUOOHYKIEHMHOBBIX KHCJOT, BXOJSAIIUX B COCTaB
MBIIIEYHON TKaHU. Pa3BUTHIO ayTOMMMYHHBIX MEXaHHM3MOB CIIOCOOCTBYIOT
nucbananc B cooTHomeHnn T- u B-numdounto u cHmwxenue T-cympeccopHoit
byHKINU.

Cnenuduueckue IS UAAONATHICCKOTO JIAM/TIM aHTHUTEIa
MOAPA3ACISIIOTCS HAa 4 TPYMIIbL:

ol rpymma - antutena k amuHoamwicunrerazam TPHK, B T.4. antmn-Jo-1
(AMMHOALIMJICUHTETA3bl  KaTAJIU3UPYIOT  CBS3BIBAHUE  OTIEIBHBIX
aMUHOKUCHOT ¢ cooTBeTcTBYOIEH TPHK);

o II rpynna - autuTena, pearnpyromme ¢ YaCTUIIAMU CUTHAJIBHOTO PACIIO3HABAHHUS
(3TH 4YacTUlBl O0ECHEYMBAIOT MEPEHOC CHHTE3WPOBAHHBIX OEITKOBBIX

MOJIEKYJ K SHJOIIa3MaTUYECKON CETH);
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o IIl rpynna - anTtutena xk Mi-2 (0enKOBO-SAEPHBIN KOMIUIEKC C HEU3BECTHOM
byHKIHEH);

o IV rpynna - auturena, cBa3biBaromyecs ¢ Gakropom i-a (o0ecreunBaeT nepeHoc
amuHoanmI-TPHK x pubocomam u nuroriasmMaTHueckKuM CyOCTaHIIUSAM C

HEU3BECTHOU (PYHKIIHEH).

HasBanneie mumosut-crienuduueckue anturena BcTpedarorces y 40-50%
oonbHbIX Tipu [IM/TIM. AHTH-Mi-2 Gonee xapaktepHsl aist M, antu-Jo-l - mis
[IM. JloctaTouHO dYacTo TpU OTUX 3a00JEBaHUAX OOHAPYKUBAIOTCA U
HecrnenuQuuecknue aHtuTena (K MHO3MHY, TUPEOTJIOO0YIMHY, 3HIOTENHAIbHBIM
kietkam, PO u ap.).

Muo3sut-crienupuyeckue aHTUTENA, LUPKYJIUPYIOUUE U (PUKCUPOBAHHBIE
UMMYHHBIE KOMILUIEKCHI BBI3BIBAIOT MMMYHOBOCIIAJTUTENBHBIN MPOIIECC B MBIIIIIAX
(monepeyHo-mosIocaThlx U Iagkux). Kpome Toro, 0oJblIoe MaTOr€HETHYECKOE
3HaYCHUE HUMeeT UUTOTOKCcHYeckuil 3¢pdekt T-TuMOIUTOB NPOTHUB KIETOK
MBIIIICYHOW TKaHM.

MHATOJIOT'MYECKASA AHATOMMUS

M3MeHeHns cO CTOPOHBI CKEJIETHBIX MBI XapaKTePU3yIOTCS COYETAaHHEM
CIIEIYIOIMX  TUCTOJOTHYECKMX TMPU3HAKOB: CETMEHTApHBIE  HEKPO3bl U
JlereHepaTUBHbIE U3MEHEHUsS (MCUE3HOBEHHUE TOINEPEYHON MCUEpPUYEHHOCTH, OTEK,
BaKyOJIM3aIlMs) MBIIICYHBIX BOJIOKOH; SIBICHUSI peT€HEPAllU MBIIIEYHBIX BOJIOKOH;
MHO’KECTBEHHBIE OUYaroBbIE 30HbI MOHOHYKJIEAPHOM KJIETOUHOW HH(UIbTpaLUY;
pU3HAKU ¢arommuTo3a HEKPOTHU3UPOBAHHBIX MBIIIIEYHBIX BOJIOKOH,;
WHTEPCTUIIMANBHBIN (UOPO3; TUTIEPIIa3Hus SHAOTEIHUSI METKUX COCYJIOB, BeIyIlas
K nepudacuukyispHod arpoduu. [HCTOIOrMYeCKHMe M3MCHEHHS  KOXHU
HecneuM(PUUHbl M  XapaKTepU3YIOTCs YMEpPEHHOM aTrpodueil snuuepmuca,
THJIPONINYECKON TUCTpOodUel KIETOK U OTEKOM, OTJIOXKEHHUEM MYLIMHA, SBICHUSIMU

BACKYJIUTA.

KJACCUPUKALIMU JIM/TIM.

Knunuueckan knaccugpuxayun IM/IIM:
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IIpoucxoorcoenue:
1. Unuonatuueckuii (mepBUYHBIN).

2. TlapaneomnacTuyeckuil (BTOpUYHBIN).

Teuenue:
1. Octpoe.
2. Tlomoctpoe.

3. XpoHHUYECKOoe.

Ilepuoowi:
1. ITpoapoMalibHBII: OT HECKOJIBKUX JHEH 10 Mecsla.
2. ManundecTHbIN C KOKHBIM, MBIIIEYHBIM, OOIIIMM CHHAPOMAaMH.

3. Huctpoduueckuit, v KaXeKTUUECKUHN, TEPMUHATIbHBIHN, IEPUOJT OCIOKHEHUH.

Cmenenu akmusnocmu. I, 11, I11.
Da3zvl u cmenenu aKMUBHOCU:

I .AxTuBHas da3za:

e [II crenenp - MakcUMallbHas,

* ]I creneHs - yMepeHHas;

* | creneHs - MUHUMAJIbHAS.

II. HeaktuBHas a3za (pemuccusi).

OcHosHble KTuHUYecKue npu3HaKu (CUHOpOMbL).
Knaccugpuxayua eocnanumenvnovix muonamuii (Woltman, 1994):

Houonamuueckue ocnarumensrvlie MUONAmMuu
o IlepBuunsiii M
o IlepBuunsii [IM
o IOBenunbHbIN [IM
o Mmuo3uT, accounupoBaHHbIN ¢ TUDPY3HBIMU O0JNIE3HIMU COSAUHUTEN. TKAHU
o Muo3ut, CBA3aHHBIN C OYXOJISIMU
o MHO3UT C «BKIIIOUEHUSIMMN

o Mmuo3uT, accouuupoOBaHHBIN ¢ 303UHOGUITUEN
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o Occuduuupyromuii MUO3UT
o Jlokanu3zoBaHHBIN (OYArOBbI) MUO3UT

e ['MraHTOKJIETOUHBIN MUO3UT

Muo3zum ungexyuonHol npupoosl
o Bupycnsiii Muo3ut
o Mmuo3uT npu TOKCOIIa3M03€
o Muo3ur npu TpuxuHEIIE3E

o MHO3HT NP ITUCTHUIIEPKO3E
Muonamuu, vi3vieaembie 1eKAPCMBEHHbIMU CPEOCMBAMU U MOKCUHAMU
Knaccugpuxauua A. Bohan Y. Peter (1975).

I'pynna I.  IlepBuunsiit uauonarudyeckuu [IM.

I'pynna II.  IlepBuunsbiilt uanonatudyeckuii JJM.

I'pynmna III. M (umm [IM) B couetanuu ¢ HOBOOOpa30BaHHUEM.
I'pymna IV. [erckuii IM (vmu [IM) B coueTanuu ¢ BaCKyJIUTOM.

I'pymna V. [IM (unu M) B couetanuu ¢ 00JI€3HIMU COETMHUTENbHON TKaHU.

Knaccugpuxkayua knunuueckux gpopm xponuueckoco nonumuosumaJl.B,/Jocens (1973):

o (opma Baruep-Yudeppuxra;
¢ TICEBIOMHUONATHYECKAS;

¢ TICEBJOMHACTEHUYECKAS;

e MHOCKJIEPOTHYECKAS;

¢ ICEBIOAMUOTpO(HUUECKAS;

e MUaITHUECKas Gpopma;

o (opma c curapomom Mak-Apmas.

Knaccugpurxayua nonumuozuma 6 3asucumocmu om evtaegiernvix anmumen EJI. Haconoea

e AHTHUCHUHTETA3HBIN CUHAPOM;

o aHTu-SRP-cuHIpOoM;
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o anTu-Mi-2-cunnpowm;
¢ OIYXOJICBBIN AEPMATOMHUO3UT;
o JIM c BKIIIOUECHHUSIMU,

e «(ICPCKPCCTHBLIC»> CUHAPOMEIL.

Kpome knaccuueckux BapuantoB M u [IM, MOXHO BBIIEIUTh HECKOJIBKO
KJIMHUKO-UMMYHOJIOTUYECKUX TMOJTUIIOB, PAa3BUTHE KOTOPBIX ACCOLMUPYETCA C
CUHTE30M PA3JUYHBIX TUIOB AHTUTEN. DTH MOATHUIIBI PA3TUYAOTCA HE TOJIBKO IO
CHEKTPY KIMHUYECKUX MPOSBICHUN, HO U MO UMMYHOT€HETUYECKUM MapKepam,
MPOTHO3Y, OTBETY HA MPUMEHEHHE TIIFOKOKOPTUKOCTEPOUIOB.

1-# BapuaHT ¢ aHTUTelaMH K cuHTeTazaM. CHMHTE3 aHTHUTENl K aMUHOAIUJI-
TPHK-cuHTeTa3aM  accoummpyercss ¢ pa3BUTHEM  TaK  Ha3bIBAEMOTIO
AHTUCUHTETA3HOTO0 CHUHIPOMA, JUIsi KOTOPOTO XapaKTepPbl CIEIYIOIINE OCHOBHBIE
MPU3HAKHU: OCTPOE HA4yajlo0 MHO3UTA, WHTEPCTULHAIBHOE TOPAXKEHUE JIETKHX,
CUMMETPUYHBIA TMOJUAPTPUT U PYKH «MACTEPOBOTO», BO3MOXKHBI JIUXOpaJKa M
dbenomen Peiino. JleOroT 3a0o0sieBaHus — MPEUMYIIECTBEHHO B BECEHHEE BpEMSl.
XapakTepHbIM  MOPOSIBIICHUEM  AHTHUCUHTETA3HOTO  CUHIAPOMA  SIBJISIETCS
WHTEPCTUIIMAIBHOE TTOPAXKEHUE JIETKUX, KOTopoe BhIsBisieTcs: Y 50-70% O0mbHBIX
¢ HanmuuueM antuteln Jo-1 (57-100%), yem npu apyrux GopMax MUO3UTA. APTPHT,
KaK MpaBUJIO, HEIPO3UBHBIN, XapaKTepU3yeTcs HanboJjiee YacThIM BOBJICUCHUEM B
IPOLIECC MEJIKUX CYCTaBOB KHUCTEH, JIyye3alsICTHbIX cycTaBoB. DPeHomeH PeiiHo
IpyU AHTHCUHTETa3HOM cHuHApome Habmonaerca B 60% ciywaeB. Tspkenoe
WHTEPCTULIMATIHLHOE TIOPAXKEHUE JIETKUX MOXET MPUBECTH K CMEPTH OOJIBHOTO.

2-i  BapMaHT ¢ aHTUTeNaMH K Mi-2. DTOT BapHaHT CYMTAIOT
MPOTHOCTUYECKHU OJIArOMPUSATHBIM. Y OOJIbHBIX MIPU JAHHOM BapUaHTE BCTPEUAIOT
CUMIITOMBI: CUMIITOM ['OTTpoHa - (PHOJETOBOE OKpaIlMBaHUE M MPHUITYXJIOCTh
IJIa3HBIX BEK, a TAKXKE CHUMITOM «IIalM» - 3PUTEMa Ha II€€ U BEPXHEH YacTu

CIINHBHI.

KINMHUYECKHUE ITPU3HAKHN U CUMIITOMBI 3ABOJIEBAHUSA
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Hauano 3aboneBanmst mMoxkeT OBITH OCTpbIM (nmxopanka a0 38—39°C,
sputema koxu (Puc. 1) u 60omm B MpImax), HO vamie HabII01aeTCs TTOCTEIICHHOE,

HMHOTJa HE3aMCTHOC Ha4YaJlo 00JIC3HU.

Puc.1 Opurema koxu npu M.

[Ipu sTOM OTMEYAIOT:
1. Ilopa:keHue MBI — BEYIINUN KIMHUYECKUM MPU3HAK 3a00JI€BaHU.

JomunupyromuM  npusHakoM [IM (M)  ciayXuT  HEyKJIOHHO
pOrpeccCUpylolas MbIlIeYHass C€aa0d0CTh, YTO BBIPAXKAETCS B 3HAYUTEIBHOM
OTrpaHMYEHUU aKTUBHBIX JBUKEHHUI OOJNBHBIX, KOTOPbIE HE MOTYT CAMOCTOSATEIbHO
BCTaTh, CECTh, MOJHATH HOTY Ha CTYNEHbKY (cuMnTOM "aBTOOYyca"), yaepxaTh
KaKo-mm0o mpeaMeT B pyKe, pudecaThbes, 0J1IeThes (CUMIToM "pydariku'), JIerko
naaaT npu xoansoe. IIpu mopa’keHUM MBI 1Ied U CHUHBI OOJIbHbIE HE MOTYT
IPUNOJIHATH TOJIOBY OT MOAYIIKM WM yAepXkaTh 'ee cuAs (rosoBa Majgaer Ha
IpyZb), HE MOTYT CaMOCTOSTEIBHO CECTh M MOJIHAThCA C mocrenu. llpakTuuecku
3aTPyHEHbl BCE JBUKEHUS, CBSI3aHHBIE C YYaCTHEM MPOKCHUMAJIBbHBIX MBIIII]
KOHEYHOCTEH (IIEYEBOM M TAa30BbBIN IMOSC), B TO BpeMS KakK B JUCTAIBHBIX OTIEIaX
KOHEYHOCTEW (B KHUCTSX W CTOMNAaX) COXPAHSIOTCA YAOBJICTBOPUTENbHAS CHJIA U
MOJIHBINA 00BEM IBHIKEHUH.

[TopaxkeHue MBI TIOTKW, TOPTAaHU U MUILEBOAA; AUC(HOHUS; 3aTPyAHCHHUE

[JIOTaHUS; TPUCTYIBI Kanwis. Y OonbHbIX [IM 3aTpyaHEeHO rioTaHue Kak TBEpIOH,
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TaK M KUJKOW MHUIIM, KOTOpas MHOTAAa BbUIMBaeTcs uepe3 Hoc. [lopaxkarorcs
NPEUMYIIECTBEHHO BEPXHHUE OTIENbI MHUILIEBOAA, MBIIIIBI MITKOTO Heba, S3bIKa,;
pa3BUBAIOIIASCS MCEBIOOYIL0apHAsT CUMIITOMATUKA UMUTHUPYET HEBPOJIOTHUECKOE
3aboneBanue. [lpu mopakeHMHM MBI TOPTaHU MOSIBIAIOTCS HOCOBOW OTTEHOK
roJjioca (AuchoHuUs ), OXPUILIOCTb, BIUIOTH /10 a)OHUH.

[TopaxkeHue AUCTANIBHOW MYCKYJNATyphl (PEIKO) BBIPAKEHO MEHbIIE, YeEM
MPOKCUMATbHOU. Y TMOJOBUHBI OOJBHBIX MHAITHH U OOJE3HEHHOCTh MBIIII] MPU
najgbHauy, a TaKKe OTEeK MBIIIII.

Ilopaxenune MeskpeOepHBIX MBI W JAuaparMel, Beayliee K
OTPAaHUYECHHUIO TOABM)KHOCTH W CHIDKEHHIO KHU3HEHHOW EMKOCTH JIETKHX,
CHOCOOCTBYET Pa3BUTUIO MHEBMOHUYECKUX OCJIOKHEHUH - OJAHOM M3 OCHOBHBIX
IpUYMH JieTaabHOro ucxona npu M. IlopakeHue mblll CHUHKTEPOB BEAET K
PacCcTpOMCTBY UX EATEIbHOCTU. TSAKECTh COCTOSHUS U MHBAIUINU3ALUUA OOJIbHBIX
JIM 00yciOoBIEHBl TakK€ HEPEIKUM IOCIEAYIOUIMM Ppa3BUTHEM CYXOXKUIIBHO-
MBIIIEYHBIX KOHTPAKTYp, aTpodueld M KalibIIMHO30M paHee MOPaKeHHBIX TPYII
MBI,

Mpimieunbie  aTpo@uu  pa3BUBAIOTCS TONBKO Y OOJBHBIX, JJIUTEIBHO

ctpanatomux JIM/IIM, ocobeHHO TTpu OTCYTCTBUM ajfiekBaTHOU Tepanuu (Puc 2).

Puc. 2 Mblimeunsle aTpoduu U mopaskeHue Koxu y 0onbHoro ¢ JIM.
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CKOpOCTh pa3BUTHS CHUMIITOMAaTUKH 3aBHUCUT B OCHOBHOM OT XapakTepa
Te4eHuss OoJie3HU. B OCTphIX ciydasx TsKenas MbIIeyHas CJ1aboCTh MOXKET
MOSIBUTBCA B TEUYEHUE MEPBBIX 2-3 HEN, HEPEOKO COYETaeTcsl IMpU 3TOM C
muoriobounypueil. Yame cumntomsl [IM pa3BuBaroTcs MOCTENIEHHO - B TeUEHUE 3-
6 Mec (mogoctpoe TeueHue). MplieuHas ci1aboCTh MOXKET HapacTaTh B TEUCHHE
psana jet, korja peub uaet o xponudeckoM JIM (ITM). Ilpu stom coxpansieTcs
XapakTepHas JIOKaau3alus TIpouecca - NPOKCUMAIBHBIE OTHAEIbl  MBIIII]
KOHEYHOCTEH.

2. ITopakeHue KOXM
XapaktepHblii npu3Hak JM: «reluoTpomnHbIi» OTEK MmapaopOUTaIbLHOM

06J'IaCTI/I, OPUTCMA KOXH JIMIIda WM B 30HC «ICKOJIBTC», OJPUTCMATO3HBIC

IIeTyIIaIyecs BbICHIIaHUS HaJ MEJIKMMM CyCTaBaMu KUCTed (cumnmom I ompona

(Puc.3).

Puc. 3. Cumnrom I'oTpoHna.

XapakrepHeli npusHak M wm IIM: nokpacHeHue W LIENyIIEHUE KOXKHU
MafoHel (pyka Mexanuka),

Hpyrue nposiBaeHUs: TrunepTpoduss KyTHUKYJIbl HOTTS, OKOJIOHOTTEBas
spUTEMa, TeJICAHTUIKTA3UH, (POTOAEPMATHUT, KOKHBIN 3Y/I.

3. ITopa:xxeHue CycTaBoB
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JIByXCTOpOHHEE CUMMETPUYHOE MOPAKEHUE Yallle MEJIKUX CyCTaBOB KUCTEU U
Jy4e3alsCTHBIX, PEXKE — JIOKTEBbIX M KOJICHHBIX: HMHOTJA MPEAIIECTBYIOT
Pa3BUTHIO MBIIIEYHON CJIA00OCTH, HAMIOMUHAET MOpPAXEHUE IMPU PEBMATOMIHOM
apTpute, OOBIYHO HMEET MPEeXOASANIUN XapakTep, OBICTPO KYIMUPYETCA MpHU
Ha3HAYEHUU TIFOKOKOPTUKOCTEPOUIOB.

4. KaabuuHo3s

Kampndukarsl pacrmosoxkeHbl MOAKOKHO WIH B COSAUHUTEIBHOW TKaHH,
BOKPYT MBIIIEYHBIX BOJIOKOH, B 30HaX MHUKPOTPaBMAaTU3alMU HAJl JIOKTEBBIMU U
KOJICHHBIMH CyCTaBaMH, Ha CTUOATEJIbHBIX MOBEPXHOCTSAX MAJIbLIEB W STOAUIAX,
pa3BuBaeTcs Ha no3aHux craausx [IM/JIM, daiie npu 1oBeHW I bHOM JIM.

5. Ilopa:xeHue JIerkux

DKCNUPATOpPHASL OJIbIIIKA — MPUYMHAMHU OJBIIIKKM MOTYT OBITh TMOPaXEHUE
nuadparManbHBIX MBI, CEpJIeYHass HEIOCTATOYHOCTh, HWHTEPKYyppEHTHAs
jJeroyHass WHQEKIMS, TOKCHYECKOE TMOPaKEHHE JIETKUX TOJ[ BIUSHUEM
JIEKapCTBEHHBIX CPEJICTB (HaIIpuMep, METOTpeKcarTa).

WuTepcTuimanbHpiii  1eroyHol ¢GuOpo3 — MEAJIEHHO MPOrpeccUpyeT U y
HEKOTOPBIX OOJBHBIX BBISIBISETCS TOJIBKO MPU CIEII00CIEIOBAHNH.

Octpoiii  nuddy3HBIN  aTBBEOJNIUT, XapaKTEPUBYIOIIUNACS HEMPOTYKTUBHBIM
KalieM, U OBICTPONPOTrPECCUPYIOINIas JIETOYHAsI HEAOCTATOYHOCTh (pa3BUBAETCS
pEaKo).

6. Ilopaxenmne cepama B OOJBIIMHCTBE CJIy4aeB MPOTEKAET OECCUMITOMHO.
WNHuorpa npu cnenoOcie10BaHUuM BBISIBIISETCS HApyIIEHUE PUTMA U TPOBOAUMOCTH
(Taxvikapaus, apuTMUs) BIUIOTH 110 ToJIHOW AB-0Onokanbl (peako); 3acToifHas
CepleuHas HEIOCTAaTOYHOCTh  Pa3BUBAECTCA  PEIKO; BO3MOXHO  pPa3BUTHE
JIUIaTallMOHHON Kapauomuonatuu (penko). IlopakeHue cepjiia pa3BUBACTCS
yamie B akTuBHbIM nepuoa M (IIM) u BeIpakaeTcsi TaXxuKapJuei, yMEPEHHBIM
pacIIMpeHueM TpaHuI] Cep/iiia, MPUTIYIIEHHEeM TOHOB, Yallle B 00JIaCTH BEPXYIIIKH,
apUTMUSAMH, TUTIOTOHUEH. ot MPU3HAKU CBUJICTEIBCTBYIOT 0
MPEUMYIIECTBEHHOM IMOPAXEHUHU MUOKAPJIa, YTO MOJATBEPKIAIOT U CHELUAIbHbBIC

HCCIIEIOBAHHUS.
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7. ®enomen PeiiHo yaiie HaOmonaercs npu JIM, aHTUCUHTETa3HOM CHHAPOME U
OoonpHBIX C mepekpecTtHbIM cuHapomoM JIM/TIM ¢ C3CT. Tunmuen npms
couetanHbiXx popMm JIM co ckieponepmueit. [Ipu mamomaruueckom JIM wmmeer
yaie AByX(a3HbIil XapakTep ¢ npeoliagaHueM SBICHUN aKpoacPUKCUU, OOBITHO
HEpEJKO BBIPAXKEH W HE BeIeT K Tpo(UUECKUM si3BaM M HEKpO3aM MaJlblIeB, 3a
uckioueHueM nepekpecTHbix Gopm ¢ CCJl, mpu KOTOPBIX OH XapaKTepU3yeT
MOCIEAHIOID W  MOXET OBbITh TMEepBbIM MpHU3HAKOM 3a0oneBanus. [lpu
KaWUISIPOCKONUY BBIABIISIIOT HAPYLIEHUSI MUKPOLIMPKYJIALIMU, COUETAIOIINECS KAK
C CMHAPOMOM PeifHO, Tak W ¢ BaCKyJUTaMU: paCIIMPEHUE KAMWLISPHBIX METENb,
3aMeJIeHue KPOBOTOKA M CIA/PK-CHHJIPOM, aBaCKYJISPHBIE TOJIS, XOTS MOCJIEIHNE
6onee xapaktepubl st CCIl. OTu u3meHeHus yanie HaxomsaT npu [IM, yem npu
[IM. OHM HE HMMEIOT YETKOW KOPPEJSILUU C BBIPAXXEHHOCTBIO M AKTUBHOCTBIO
MHO3UTa, XOTA MW YMEHBIIAKOTCA NpPH JJIUTEIBHOM PEMUCCHUH; Yallle
OoOHapyXMBAIOTCS Y OOJIBHBIX C CUHAPOMOM PeiiHo, mopakeHueM KoK, CyCTaBOB
U JIETKUX, IpU overlap-cuHapome.

8. JIpyrue ¢opmbl cocyaucToi maToJOrum: UHPapKThl OKOJIOHOTTEBOTO JIOKE,
NETEXUH, CETYATOE JINBEIO.

9. IMopaxenue mouek: HaOIIOAAETCS KpallHE PEAKO W BapbUpPyeT OT OYaroBOIO
rIIOMEpyJoOHeppHUTa U TMPEXOIAIlled MPOTEUHYPUU N0 TsbKenoro aud@y3HOro
rJIOMEPYJOHEPPUTAa U MHUOTIIOOYJTUHYPUUYECKOW TMOYKU C SIBJCHUSMU IMOYEUHON
HEJOCTATOYHOCTH.

10. Ilopa:keHusi KeJyIOYHO-KHIIEYHOro Tpakra. OTMEYaroTCd HEPENKO H
MPOSIBIISIIOTCS  HapacTBIOmIeW gucharueit (BCAEACTBHE TOPAKEHUS  MBIIIIL
IJIOTOYHOTO KOJbIIa M BEPXHEro OTJ/eNia MHUINEBOAA), OTCYTCTBHEM aIllleTUTa,
00JSIMU B KUBOTE U CUMIITOMaMH TacTpo3HTEpoKonnTa. MHOraa aucdarus MoxeT
BBICTYNIaTh TEPBBIM CHUMIITOMOM 3a0oJieBanus. [Ipu BOBIEYEHHH B TPOIECC
MUIIEBOHOTO CHUHKTEpa BO3MOXKHO pazBuUTHE pedurtokc-330¢aruta. OmnucaHbl
ciydyass JIM, mpu KOTOPBIX OTMEUAJHUCh KEIYAOUYHO-KHUILIEYHBIE KPOBOTECUEHUS,
nepdopanui  KeMyAKa BCIEJACTBME BAacKyJIWTa ©  HEKpo3a IO  XOnIy

MUIIEBAPUTEIILHOIO TPAKTA.
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11. HeBposorundyeckue Hapymenusi. HabGmiomaroTcs HEYacTo M BBIPAXKaIOTCS
pPa3IMYHBIMU U3MEHEHUSIMU YyBCTBUTEIHHOCTH - rurnepecTe3neit
nepudepruueckoro WM KOPEIIKOBOI'O XapakTepa, mapecte3ueil, apediiexcuen.
B03MOXHO pa3BHTHE HEPE3KO BBIPAKECHHOI'O IIOJWHEBPHUTA M AK€ IOPaXKEHUE
[MHC (sHuedanut, wmeHuHrosHuedamur) 3a cyeT BackyiauTta. OTCyTCTBUE
pediekcoB Ha TMOpPaXEHHBIX KOHEYHOCTAX dYalle OOYyCIOBICHO —TSKEIOU
MBIIIIEYHOW MaTOJIOTHUEN.
12. DHAOKpHHHBIC HAPYLIEHUsA. DHJIOKPHUHHbBIC HapylleHus: peaku. [Ipu octpom
TEUEHUH MOXKET pa3BUThCS aMmeHopes. MOoXeT OTMeuaTrhCcsi HapylIeHUe
runodu3apHo-HAANOUYCUHUKOBON CUCTEMBI.
Heobxoaumo OTAENbHO BBIACIUTh AaHTUCUHTETA3HUN CUHAPOM, Yallle HAYMHACTCS
OCTPO € HAIWYHAEM JIMXOPAAKHA, CHMMETPUYHOTO HEJ3PO3UBHOTO apTPUTA,
WHTEPCTULIMAIBHOTO MOPaXKEHUs JIETKUX, CUHAPOMA PelHO, MopaXeHus KOXKU IO
Uy "pyku MexaHuwka'. [{Js 3TOro cCMHApOMA XapakTEpHO MPOSIBIEHUS B KPOBH
antuten K Jo-1 W JOpyrux AaHTUCHHTETA3HMX AHTUTEN, HEMOJHBIA OTBET Ha
tepanuto ['KC, ne6rot 3a0oeBaHus yaiie B BECCHHUI MepUo.

TEYUEHUE BonHOOOpa3HOe, mporpeccupyroiiee. YIIydlleHue u Tem Oosee
pPEMHUCCHS BO3MOKHBI TOJIBKO MTPU HACTOMYMBOM aJICKBATHOM JICUEHUH.

Boiaenstor ocTpyto, OAOCTPYIO U XPOHUUYECKYIO (OPMBI 3a00I€BaHUS.

Octpoe TeyeHHE  XapaKTepu3yeTcs  JUXOPAJKO,  KaTacTpohuuecKu
HapacTalIIMM  TE€HEPAJIU30BAHHBIM  MOPAXKEHUEM  IOINEPEYHO-TIOIOCATON
MYCKYJaTypbl BIUIOTH A0 TMOJHOW OOE3JBUKEHHOCTH, pPacClpOCTPaHEHHBIMU
HPUTEMATO3HBIMHU BBICBIIAHUSMH, Tporpeccupyrouieil aucharuei, auchoHue,
MOpaXXEHUEM CepJilla U JPYruX OpraHoB. be3 jedeHus KOPTHUKOCTEpOUAAMHU 3TU
OOJIbHBIE, KaK TIPABWIIO, YMUPAJIA B TE€YEHUE MEPBOT0 rojia 3a00J€BaHus, a UHOTAA
yKe uepes3 2-6 Mec. OT Hayasa ero.

[Togoctpoe TeueHune oTMUaeTcsa 0oJiee  MEIJECHHBIM  HapacTaHHEM
cumnromatuku JIM, Ho yepe3 1-2 roga ot Hayana 001e3HU OOBIYHO UMEETCS YKe
pa3zBepHyTtas kaptuHa M (IIM) ¢ TskenbiM MOpPa)KEHUEM MBI, SPUTEMON WU

ACPMATUTOM MW BUCHCPHUTAMH, BO3MOXKHA KaJbIMHAIWA TKaHEH. HpI/I moaoCTpPOM
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TEUeHUH 3a00JIEBaHUE Yallle HAYMHAETCS C MOCTEINEHHO HapacTarollel ciadocTu
MBIIIIL, KOTOpas BBIABISIETCS MpPU Harpyske, pexe - ¢ aepmaruta. [losxe
pa3BepThIBACTCS XapakTepHast KJIINHUYECKas KapTUHA 00Je3HU c
NPEUMYIIECTBEHHBIM [OPAXKEHHEM MBI IIJIEYEBOr0 M Ta30BOIO IMOscCa,
nucgaruei, TMucpOoHUEN, HHOTIa - MUOKap/1a, JIETKUX U MOYEeK.

[Ipu XpoHMYECKOM TeYeHUU OOJIE3Hb OOBIYHO TMPOTEKAET IUKINYECKH,
JUTUTEIHHO; Mpeo0aiaioT MpoIecchl aTpo(uu U CKJIEpPO3a MBIIII; BO3MOXHO HX
JIOKaJIbHOE TOPAKEHUE, BKIIIOYAs JHUCTAIbHBIE OTAENbl KOHeUHOCTeW. Hepenako y
OONBHBIX XpoHHYECKHM JIM pa3BUBaIOTCS AEpPMATUT, 3yA, THIEPIUTMEHTALMS,
runepkeparo3. Bucuepanehbie nopaxkenus peaku. [Ipornos stoir ¢opmsl M
OJIaroNpUsTHBIN.

JIABOPATOPHBIE U HTHCTPYMEHTAJIBHBIE JIAHHBIE

e VYBenuuenue COD B o01ieM aHANIKM3€ KPOBU
e Hannuue muornoOuHa B Moue
o [loBbllIeHNE KOHLIEHTpAaUU KpeaTUHUHA (MeHee yeM y 50% nanueHToB) B
CBIBOPOTKE KPOBHU
e KoHIeHTpanus anpa0sa3bl B CBIBOPOTKE KPOBHU MTOBBIIICHA
o VYBenuuenue coaepxkanusi KOK B ceiBopoTke KpoBH 3a cueT MB-dpakuun,
JIAL, ACT, AJIT
e Bricokue TuTpbl peBMaTouaHoro (akropa (Menee ueM y 50% naiMeHToB) B
CBIBOPOTKE KPOBH
e Hammune AHAT (6onee uem y 50% maniueHTOB)
e lIMMyHOJIOTHUYECKHE MAPKEPHI:
AHTH-Mi2 antutena (k spepuoit JIHK remmkase) naGmomatorcs y 10-20%
NAIMEHTOB C JAEPMAaTOMHO3ZUTOM U ACCOLMHUPYIOTCS € OJaronpUsTHBIM TEUEHHEM
3a0oneBanusi, a Hamuuue aHTU-TIFy u anTtu-NXP-2 anTHTeNn yka3blBaeT Ha
MOBBIIICHHYIO BEPOSITHOCTh MapaHEoIJIaCTUYECKOTo JaepMaromuo3uta. Kpome
Toro, aHTU-NXP2 aHTHTEeNna MO3BOJAIOT  MPEANOJOXKUTH  OOpa3oBaHUE

KaJIbITMHATOB, 0COOEHHO IIpu IOBCHUJIIBHOM ACPMATOMHO3UTC. vy IIOJaBJIAIOLICTO
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OOJIBIIMHCTBA MAIUEHTOB ¢ aHTU-JO-1 aHTHTenamu (kK ructuami-TPHK-cuaTeTa3C)
pPa3BUBAETCS HMHTEPCTULHUAIBHOE MOPAXKEHUE JIETKUX, KOTOPOE aCCOLMUPYETCS
takke ¢ aHTu-MDA-5 antutenamu. AHTHU-CN1A aHTUTEna XapakTepHbI AJis
muo3uTa ¢ BkIouyeHusMH, aHTU-HMGCR wu antu-SRP anturenma - gia
HEKPOTHU3UPYIOLIEr0 ayTOUMMYHHOTO MUO3HUTA.

e Mopdonoruueckoe uccien0BaHue.
B ocnoe IIM, JIM wu wMwuOo3uTa C BKIIOUYCHUSAMH JIEKAT Pa3IMYHbIC
NAaTOr€HETUYECKHE MEXaHU3Mbl. Tak, JepMaTOMHO3UT SBISIETCS KOMIUIEMEHT-
3aBUCHUMOW MHUKPOAHTHOIIATHEW, YTO BEAET K Pa3pylICHUIO KalWUIAPOB,
NOBBIIICHHON HMHQWIBTPALIMM IUJIa3MOM M BOCHAJMTENIbHBIMU KJIETKaMU B
nepuacuuKyIsIpHUX  I[pOCTpaHCTBaxX. BocmaneHwe -  NpPeUMyIECTBEHHO
NEPUBACKYIISIPHOE, HO MOYKET MPOSIBIATHCSA NMEpUDACHUKYISIPHO U COUYETAETCS C
nepudaciukyaspHon atpodueit MBIIIEYHBIX BOJIOKOH. Hanmnune
nepudacuuKyIsipHON aTpopuu, Ja)xe MPU OTCYTCTBUM BOCHAJICHUS, MOBBIIIAET
BEPOSITHOCTh HAJIMYMS IEPMATOMUO3HUTA.
[Ipy MOJMMHO3UTE M CIIOPAAMYECKOM MHMO3UTE C BKIIOUEHUSMHM B DHIAOMHU3UU
HA0JII0JAl0TCS. MHOKECTBEHHBIE OYard BocHalleHus, riae okassiBaiorcss CD8 + T-
KJIETKH, KOTOpbIE€ NPOHUKAIOT B M3MEHEHHBIC MBIIIECYHbIE BOJIOKHA, KOTOpPbIE
skcripeccupytoT antureH MHC-I, xoTopwiif pacmosnaraercss Ha MOBEPXHOCTH
oonpmmHcTBa BOJNOKOH. Kommiekc MHC-I u CD8 + xapakrtepeH namns
MOJIMMHO3UTA U CIIOPAIMYECKOTO MUO3UTA C BKIOUYEHUSIMHU.
BocnanurenbHble U3MEHEHUS TIPU MHO3UTE C BKIOUYEHHUSIMH, KaK MpaBUiIo, Oosee
3aMeTHbl B Hayaje 3a0osieBaHus. B panbHeilieM npeoOianaioT AereHepaTUBHbIE
VU3MEHEHUS (Hampumep, «OYEPUYEHHBIEN BaKyOJIH, KOHI'O-KPaCHBIN-
MOJIOKUTENIbHBIE BKJIIOYEHUS, BKIIOYEHUs TyOynoduiamenToB). Kpome Toro,
CHOPAIUYECKU MHO3UT C BKJIIOYEHUSMU OTIMYAETCS HaJU4YMEeM BaKyoJel ¢
000JIKOM M HEXHBIMHU JIETIO3UTAMHU aAMUJIONU]1a, OOBIYHO PACIOJIOKEHHBIMUA BHYTPHU

WA PAJOM C BAKYOJISIMU.

160



e buorncus ™Mb (AETbTOBUIHON WM YETHIPEXTJIABOM MBIIIIBI Oempa) -
MPU3HAKHU BOCHAJICHUSI.

e Ha OKI - aput™Mum, HapyIieHus MPOBOIUMOCTH.

e DjekTpoMuorpadus - MplliedHas Bo30yIuMOCTb MoBbIIIeHa. Mcmonb3yercs
JUIS  BBISIBJCHHUS  JIOKAIM3allMM TIOPAKECHHS, OINPEACICHUS CTEICHU
BBIDOKCHHOCTH  HApyIIEHHBIX  (QyHKIUH, CcTaaum ©W  Xapakrepa
MaTOJOTUYECKOTO Tporiecca. SBsercs TakKe HEOOXOAUMBIM METOAOM IS
KOHTPOJIS 32 3 PEeKTUBHOCTHIO TEPAITHH.

e KT OITI - BbIsIBICHHE BOBJICUCHUS B MATOJIOTMUYECKUM MPOLECC JIETOYHOU
TKaHU (0T 0a3aJIbHOTO MMHEBMOCKJIEPO3a 10 (GUOPO3UPYIOIIETO AJIbBEOJINTA).

e MPT - paHHsisi JUarHOCTUKa 3a00JieBaHUs OJarojaps BBISIBJICHUIO OTEKa
MBIIIIEYHON TKaHU, B T.4Y., 10 MOSBJICHUS KIMHUYECKUX MTPU3HAKOB OOJIE3HH.

o OYHKIIMOHAJIbHBIC JIETOYHBIC TECTHI.

Cpeny HEWHBA3UBHBIX METOJIOB JMArHOCTUKH HMHTEPCTULMAIBLHOIO MOPAKEHUS
JIETKUX HamOoJiee JOCTYMHBIMU U MHPOPMATUBHBIMU SIBJISIIOTCS (DYHKIIMOHAJIbHbBIC
JIETOYHBIE TeCThl. [IpuM HMHTEPCTHIIMATBLHOM TMOPAKEHUHM JIETKUX HaOII0aeTCs
PECTPUKTUBHBIN TUIT BEHTUJISIIUOHHBIX HAPYIICHUM.

e PeHTreHosiornyeckre M3MEHEHUsI CYCTaBOB He XapakTepHbl (y jaeTeit

BO3MOKHO 00pa30BaHME KAJTBIIMHATOB B MATKUX TKAHSIX).

JTNPPEPEHIIUAJIBHAS INATHOCTHUKA

Knunuyeckas kaptuHa 3a00J€BaHMs, COCTOSIIAs U3 KOXKHBIX M3MEHECHHU U
MPOKCUMaIbHOU WK JudPy3HOM MBIMIEUYHON CIa00CTH, PEIKO BCTPEUAETCS MpHU
KaKuX-HUOyAb HHBIX 3a0oyieBaHusx, kpome JIM. OpHako npocTto c¢i1iabocTh
MPOKCUMAIBHBIX MBI 0€3 MaTOJOTHYECKUX H3MEHEHHUW CO CTOPOHBI KOXHU
MOXET OBITh OOYCIIOBJICHA MHOTHMH 3a0oJjieBaHUAMH, TomMmuMo [IM, mosTtomy B
NMOAOOHBIX ClIydasix HEOOXOJAMMO TIIATEIbHO o00cienoBaTh OOJIBHOTO ISt
YCTaHOBJICHHSI TOYHOT'O JIMArHO3A.

[TomocTpas, unm XpoHUYECKasi, IPOTPeCcCUpyrolas MbledHas ci1aboctb. ITo

COCTOSIHUE MOKET OBITH CBSI3aHO C mpoueCcCoM ACHCPBAIHMN, KaK, HAIIPUMCEP, IIpHU
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CIMHAJIBHBIX MBIIIEYHBIX aTPOPHUIX WU aMUOTPOPUIECKOM OOKOBOM ckiiepose. B
MOCJIEIHEM CJIy4ae MBIIIEYHONH CIAa00CTH COMYTCTBYET MOPAXEHHE MEPETHETO
MOTOPHOTO HEWpPOHA, YTO 3HAYUTENIBHO OOJeryaer JuarHoctuky. Yacro
MBIIIeYHbIe AucTpodun (Hanpumep, romenna u bekkepa, MplllieuHbie TUCTpodun
HOSICHO-KOHEYHOCTHOTO U IJIEYE-JIONAaTOYHO-JIMIEBOTO TUIIOB) KIMHUYECKHA MOTYT
ObITh BecbMa cxoaHbIMU ¢ [IM, onHako, pa3BUBAIOTCA MENJICHHEE, PEIKO
BO3HHMKAIOT B Bo3pacTe crapuie 30 JieT, B MAaTOJOTMYECKU Ipouecc OOBIYHO
BOBJICKAIOTCS MBILIIBI TJIOTKM M 33JHHUE MBIl II€W, HO JIUIIb B MO3JAHHUX
cranusax Oosie3HH. JIOKAmU3yIOTCS  MBIIICYHBIE TOPAXEHUS TMPU  ITOM
n30UpaTeabHO: TaK, Ha pPaHHUX CTAausAX 3a00JEBaHUS HEPEIKO MOPaXKaroTCs
JIBYTJIaBbl€ MBILIIIBI U TUICYEITY4YEBbIC, B TO BPEMs KaK IPYTH€ MBILIIbI, HATIPUMED
JIENbTOBUAHAS, OCTAIOTCS WHTAKTHBIMH. TeM HE MEHEe y HEKOTOPBIX OOJIbHBIX
Jake NpU HCCIENOBAaHUMU OHOITaTa MBIIIIB MHOIZIA OYEHb TPYAHO IPOBECTU
muddepennanbaplii - uarHo3  Mexay I[IM wu  ObicTpo  mporpeccupyromiei
MBIIIIEYHOUN TuCTpodueii.

B Gosnbiielt crenenu 3To OTHOCUTCSA K IJI€4e-JI0NaTOYHO-JIMIEBON MUOIIATHH,
Ipu KOTOPOHM YK€ Ha pPaHHUX CTaAMsIX 3a00JIeBaHUS BBISBISETCS BBIpAKEHHAsS
UHTEPCTULMAIbHAS BOCHAJIUTENbHAs HHUIbTpauusa. B Takux COMHHUTEIbHBIX
cllydasiXx MOKHO PEKOMEHJI0BaTh MONpPOOOBATH MPOBECTU JICUCHUE aJE€KBATHBIMU
J03aMH KOPTUKOCTEPOUIOB. Muoronnyeckas aucTpodus 0OBIYHO
COIMPOBOXAAETCA XapaKTEPHbBIMH H3MEHEHUSIMH CO CTOPOHBI JIMILA: BO3HHUKAIOT
nTo3, daciuanbHas MHONATHs, aTpodusi BHCOYHOM MBIIIIBI U XBaTaTelbHas
MuOTOHUs. HekoTopeie MeTabonmnyeckne MHOMATHH, BKIIOYas HApPYyIICHUS
JICTIOHUPOBAHUS TJIMKOT€HAa B CBSI3M C HEJOCTATOUYHOCTBHIO MUOGOCHOpHIasbl, a
Takke  JKUPOB B CBS3M  C  HEAOCTATOYHOCTHIO  KapHUTHH- |
KapHUTHHIIAIbMUTIIITPaHC(eEpasbl, COMPOBOXKIAIOTCA MBIIICYHBIMU CYJOPOTaMu
npu HU3NIECKOM yCWINH, PAOJOMHUOIN30M U MBIIIEYHONU CJIa00CThIO; TMArHO3 B
TAKUX CIy4asX OCHOBBIBACTCS Ha OMOXMMHUYECKUX HCCIIECIOBAHMIX OHMONTATOB
MbIII. J[1s1 JUarHOCTHKM TJIHMKOTeHO3a, OOYCIIOBJICHHOTO HEIOCTATOYHOCTHIO

KHUCJIOW MajibTa3bl, TAKXKE HEOOXO0IMMa MbIIIIedHast Ouorcus. s moaTBepxaeHus
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SHJOKPUHHBIX MHUOIATHUI, HAMPUMEDP, CBSI3aHHBIX C TUIIEPKOPTUKOCTEPOMOU HIIH C
TUTIEP- WM THUIOTUPEO30M, TPEOYIOTCS COOTBETCTBYIOIINE J1aOOpaTOpPHBIC
uccienoBanus. [latomopdonorus TOkKCHUECKUX MHOIATUN (HalpuMep, CBI3aHHBIX
C AMUHOKANPOHOBOW KHMCJIOTOM WJIM SMETHHOM) HECKOJBKO HMHAs, OTJIMYHAS OT
takoBoi [IM, u a5 MOATBEpPKACHHS JAMArHo3a Iejiecoo0pa3HoO THIATEIBHO
U3YYUTh AaHaMHE3 C TOYKH 3pEHUS 3JIOyNOTpPeOJIeHUs YKa3aHHBIMHU BBIIIE
BelecTBaMH. BBICTpo pa3BuBaromascs aTpodus MbIII] npu BTopuuHOM [IM,
BO3HMKAIONIEM Ha (OHE 3JI0Ka4eCTBEHHOTO HOBOOOPa30BaHHUS, MOXET ObITh
CIIEICTBUEM pacmana OenKoB, XapakTepHOTO [UIsl PaKOBOM  KaxXeKCHH,
NapaHeoIIaCTUYECKON HEMpOaTuu Wik MbllueyHou arpoduu 11 Tuna.

Mpiieunas caabocTh, BO3HUKAIOMIAS TIPU OBICTPO YTOMIISIEMOCTH BO BpeMs
dbuznyeckoil Harpy3ku. BpICTpas yTOMIISIEeMOCTh MBIII 0€3 YMEHBIICHUS €€
pa3MepoB  MOXET OBITh  OOYCJOBJIEHAa TMAaTOJOTHMEH  HEPBHO-MBIIICUYHBIX
COCIMHEHUH, MuacTeHuer, cuuapomom JlamGepra - HWrona. HWccaepgoBanue
MOPAYKCHHBIX MBIIII] C TMOBTOPHBIM pa3ApakKE€HUEM COOTBETCTBYIOIIETO HEPBA
MOET 0Ka3aThCA MOJE3HBIM B JUATHOCTUKE YKA3aHHBIX COCTOSTHUM.

OcTpo pa3BUBAIONIAsCA MBIIICYHAS CIA00CTh. DTO COCTOSHHE MOXKET OBITh
CBSI3aHO C OCTPOM HEBPOIATHEHW, Hanpumep npu cunapome l'uitena - bappe wnim
py BO3ICHCTBUM KaKoro-inO0 HeWpoTokcuHa. Eciu ocTpo pa3BuUBaromiasics
MBIIIIEYHasT  cIa00CTh  COMPOBOXKIAETCS  OOJICBHEHHBIMH  CYJOpOTaMHu,
pabIOMUOIM30M M MHUOTJIOOMHYPHEH, MPUYMHOM 3TOr0 MOTYT OBITH OO0JIE€3HU
HAKOTUICHUS TJIMKOTEHA [IIPU HEIOCTaTOYHOCTH MHO(ochOopuIa3sl -IIUKOreHo3 V
tuna  (Oonesnp  Mak-Apana)]  wunum xKuUpoB  (IpM HEJOCTATOYHOCTH
KapHUTHUHIIATIMUTUITPaHCPepasbl) W HEJIOCTATOYHOCTh dbepmenTa
MUOaJIleHuIaTeaMuHasbl. OcTpble BUPYCHbIE MH(EKIIMU TakKe€ MOTYT BBI3BaTh
yKa3aHHBIA CUHAPOM. B npyrux xe ciaydasx oOcieoBaHHME HE TMO3BOJSET
YCTAaHOBUTH JTHUOJIOTHIO TOPAKEHHUs, M TOT/Ia 3TO MOXET OBITh JEUCTBUTEIHHO
CBSI3aHO C HWCTUHHBIM OCTPbIM ayTOMMMyHHbIM [IM wiam c moka eme He

YCTaHOBJICHHBIM META0O0JIMYECKUM J1e(PEKTOM.
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bonb B MbIIax npu ABMKEHUU U OOJIE3HEHHOCTh MBIIII MPHU MaJbHAIIH.
bonu B MblmIax npu OTCyTCTBHM CIA0OCTH B HUX OOBIYHO CBSI3aHBI C HEBPO3OM
unu uctepueit. Tak uyto npu auddepennmanbaon auarHoctuke [IM npuxoautcs
UMETh B BHUAY PSA caMmblX pa3HbIX 3a0oneBaHui. Tak, Hampumep, Ipu
PEBMAaTHYECKON MOJTMMHUAITUN U TTIOPAXKEHUAX CYCTaBOB B MBIILIEYHOM OHMONTATE HE
HAXOJAT KaKUX-JIUOO W3MEHEHHH JMOO0 OOHApYXMBAIOT aTpO(UIO MBIIMIEYHBIX
BosiokoH Il Tuma, a B Ouomnrare BUCOYHOW apTEepUH TPH PEBMATHUECKOMN
MOJMMUAITUN  BBISBISIIOT TPU3HAKM TUTAHTOKIETOYHOrO aprepuuta. Ilpum
muddepennmansHoil auarHoctuke [IM He cnemyer 3a0wbiBath 0 (ubposuTe U
cunapome pudpomuanruu. [lanmeHTsl mpu 3TOM KadyrTcs Ha 00JM U ¢l1adoCTh B
MBIIIIIAX, HA JOKATBHYIO WK TU(Py3HYI0 00JI€3HEHHOCTh MBIIIIL [IPU MaIbIaIUH,
IIPUYEM MHOTJIA 3TO ObIBaET TPYAHO OTIMYUTH OT OoJieil B cycraBax. Kpome Toro,
y HEKOTOpPbIX OOJIbHBIX OOHApyXHUBAlOT TE€ WJIA HWHBIE IPU3HAKU HEPE3KO
BBIPQXEHHOIO  «KOJUJIAr€HOBOTO  (KOJJIar€HO-COCYUCTOr0)»  3a0oyieBaHusd -
yckopenue COD, aHTHHYKJI€apHbIE aHTUTENA WM PEBMATOUIHBIN (akTop B
CBIBOPOTKE KPOBH, HEKOTOPOE IOBBIIICHHE AKTUBHOCTU KPEATUHKHHA3bl B KPOBHU.
B MpllieyHOM OuonTaTte MOKET ObITh BBIABICHA HE3HAYUTENbHAS BOCIAIUTEIbHAS
KJIETOYHasi MHQUIbTpALMs B MHTEPCTULMHU. B ciydasx e, Korja UMeeT MECTO
dbokanpHass TpurrepHas OOJE3HEHHOCTh TMPU  OWONCHM, MOXKHO BHJETH
BOCMAJIUTENIbHYIO UH(PUIBTPALMIO COCTUHUTEIIPHON TKaHU. YKa3aHHBIA CHUHAPOM
U3peKa MOXET TpaHCPOopMUPOBATHCA B UCTHHHBIN [IM, HO TpPOrHO3 TIpPHU ITOM
HECKOJIbKO Oojiee OnaronpusaTHbid, yem npu IIM. Muorue Ttakue OoJibHBIE
ITOJIOKUTEIIBHO pearupyror HAa  JIeYeHUE MPOTHUBOBOCHATUTEIbHBIMU
HECTEPOUIHBIMH TpenapataMu, HO BCE e OOJBIIMHCTBO M3 HHUX HPOAOKAET

NpCAbABIIATHL TC WUJIN UHBIC ’KaJI00Fl.

JANATHOCTUYECKHUE KPUTEPUU (APA)

Ocnoeénvle
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1. XapaktepHoe Mopa’keHue KOXKH: IEPUOPOUTANBHBIN OTEK U dpUTEMa (CUMITOM
«OYKOBY); TEJICAHTUIKTA3HH, S)PUTEMA HA OTKPBITHIX ydacTKax Teja (JIUI0, mIes,
BEPXHSS YacCTh TPy, KOHEYHOCTH).

2. Ilopaxxeane  Mpimn — (IPEMMYIIECTBEHHO  MPOKCUMAIBHBIX — OT/EIIOB
KOHEYHOCTEH), BBIPAKAIOIMIEECS B MBIIMICYHONH CIA0OCTH, MUAITHSIX, OTEKE H
M03Ke - aTpoduHu.

3. XapakTtepHas matoMop(oJIOTHs MBI pu OUOTICHH (JIeTeHepalus, HEKpo3,
6azoduius, BocnaauTeIbHbIe HHOUIBTPATHI, GHUOPO3).

4. YBenu4eHHE aKTUBHOCTU CHIBOPOTOUYHBIX (DEPMEHTOB - KpeaTHH(HOCPOKHHA3HI,
anba0J1a3bl, TpaHcamMuHas Ha 50% u 0osiee o CpaBHEHUIO C HOPMOM.

5. XapakTepHbIe TaHHbIE IEKTPOMUOTPaAYUUECKOT0 HUCCIEOBAHUS.

Hononnumenvnoie

1. Kanpuunos.

2. Hucdarusi.

Jluazno3 oepmamomuo3uma 00cmoeepen:

o IPU HATUYUU TPEX OCHOBHBIX KPUTEPUEB U CHITIH;

e TIPU HAJIWYWU 2 OCHOBHBIX, 2 TIOMOJIHUTEIHHBIX KPUTCPUEB U CHITIH.
Jluazno3 oepmamomuo3uma 6eposamen:

¢ TMPU HAJIMYUHU NIEPBOTO OCHOBHOTO KPUTEPUS;

e TIPW HAJIWYUU JBYX OCTATBHBIX U3 OCHOBHBIX KPUTEPHCB;

e IIPU HAJMYUU OJJHOTO OCHOBHOI'O U JIBYX JIOTIOJHUTENIBHBIX KPUTEPHUEB.

Jluaznoz noaumuosuma oocmoeepen nipyu HAIUUUU 4 KpUTepreB 0€3 ChIIH.

JIEYEHHE
Ocnognvie yenu papmaxomepanuu INM//IM
o JOCTHKEHHE IOJHOI0 KJIMHMYECKOr0 OTBeTa (OTCYTCTBHS KJIMHHUKO-
J1a00OpaTOPHOIl AKTHUBHOCTH B TeueHHMe, HE MeHee 4YeM 6 MecsineB Ha
¢one Tepanum) wiam pemuccuu (OTCYTCTBHS KJIMHHKO-JIA00PaATOPHOM
AKTUBHOCTH B TeYeHHe, He MeHee 4eM 6 MecsineB Ha (oHe OTMEHbI

Tepanuu) (YPoOBeHb A0Ka3aTejbHOCTH B),
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¢ CHWJKEHHE PHCKAa KOMapOMAHBIX HH(peKkuuil (ypoBeHb 10KA3aTeJIbHOCTH
O,

o BbISIBJICHHME M CBOEBPEMEHHOE JIeYeHHEe NAIHEHTOB ¢ HauOO0JbLINM
PHCKOM BHCLEPAJIbHBIX OCJI0KHEHUH (MHTEPCTHLUHAIBLHOIO MOPAKEHUS
aerkux (UILT)).

IHoanep:xxano pexkomengauusamu APP
IMonnepxano pexomenaanusimu International Myositis Assessment and
Clinical Studies Group (IMACS)

Kommenmapuii: Ouenka rgppekmusnocmu mepanuu 0071:4CHA OCHOBLIBAMbCA
Ha KIUHUYECKUX (CManoapmu3upoéantvle UHOCKCbl MAHYAIbHO20 MbIUEYHO20
mecmuposanua (MMT), nabopamopnvix nokazamenax (OUHAMUKA YPOGHA
«mbtuieunvix» pepmenmos: KDOK, JUII, ACT, AJ/IT), a maxyxice OanHvix
UHCMPYMEHMAIbHO20 UCCAe008anusn (uzoavuamasn 3nekmpomuozpagus). B
cayuae nanuuusa U3/l — nposedenue KT 2pyonoit kniemku u )yHKUUOHAIbHBIX
J1€20YHBIX MeCmOo8 8 OUHAMUKE.

Oobuue pexomenoayuu

1. Jleuenne mnamuentoB [IM/JIM  1omKHO TNPOBOAWUTHCS BpayaMu-
pEeBMaTOJIOTaMHu.

2. B cnyuyae nammuns UIJI ¢ cuaapomom (pubpo3upyromero aibBeonTa
(CDPA) no tuny Xammana-Puua mpu antucuntetaznom cunapome (ACC) — ¢
IPUBJICYCHUEM ITyJbMOHOJIOTOB UM OCHOBBIBAaTbCSI Ha TECHOM B3aUMOJIEHCTBUU
Bpaya U nanueHta (ypoBeHb JOKa3aTeIbHOCTH B).

3. Cnenyer pekoMeHAOBAaTh MalMeHTaM wu30eratb (HakTopoB, KOTOpPHIC
MOTYT CHPOBOIIMPOBATH 00OCTpeHHE OOJIe3HM: OTKA3aThCsi OT MPEObIBaHUS Ha
COJIHIIE, OT KYpPEeHHs, OT KOHTaKkTOB M WH(EKIMOHHBIMHU OOTbHBIMH, HU30eraTh
($U3NYECKUX U NICUX0-3MOLUOHAIBHBIX IIEPErpy30K.

4. Cnenyer  peKOMEHIOBaTh  MALMEHTaM  UCKIIOYUTH  (DAKTOpHI,
MOBBIMIAIONINE PUCK pa3BUTUS TOOOUHBIX ¢ dekToB Tepanuu ['K: He ynoTpebnsats
ClIaJKhe TPOIYKTHI, BKJIIOYas MeI M clafkue (PYyKTHl, MOBBIMIAIONINE PUCK

pPa3BUTUSI CTEPOUIHOTO caxapHOro auabdera, TakXKe, UCKIIOYEHHUE OCTPOM MHIIIH,
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NPUMEHEHHE TacTPONPOTEKTOPOB € LEIbI0 MPEAOTBpAICHUS  SI3BEHHBIX
OCJIO)KHEHM (ypOoBeHb JToka3aTesnbHocTH C).

5. Bce mamueHTBl HYXIalOTCS B aKTHMBHOM MNPO(UIAKTUKE U JIEUEHUU
ITIIOKOKOPTUKOMIHOTO ocTeonopo3a. [1onbop aHTHOCTEOnopeTHYecKon Tepanuu
3aBUCUT OT pE3YyJbTaTOB JICHCUTOMETPHUYECKOIO HCCIENOBAaHUS U  OLCHKHU
JIOTIOJIHUTENIBHBIX (PAKTOPOB pHUCKAa OCTEONOpo3a (MEHoNay3a, SHAOKPUHHBIE
3a0osieBaHus1). B 3aBHCHUMOCTH OT HMCXOTHBIX JAHHBIX MHUHEPAIbHON IUIOTHOCTH
KOCTHOM TKaHW Ha3HA4arOTCsl IpenapaThl KajbLUs B COYETAHUU C BUTAMUHOM /J,
WIH STHOKE TIperapaThl B coueTaHuu ¢ oucdochanaramu.

6. ¥ mammentoB [IM//IM cnenyet n3beratb BHyTPUMBIIIECYHBIX WHBEKIUH,
IIPOBEJICHUE KOTOPBIX, 3aTParuBasi MpIIIEYHYIO TKaHb, MOKET CIIOCOOCTBOBAThH Kak
(GOpMUPOBAHNIO TMOCTUHBEKIIMOHHBIX KadbI[MHATOB, TaK OBITb MPUYUHOM

JIO’KHOMOJIOKHUTENIBHBIX Pe3yIbTaToB YpoBHS KpeaTuHpochokunazsl (KDOK).

Homnep:xkano pexkomenaauusasmu APP u IMACS.

N.B. OcnoBHoe mecto B JedeHuu IIM/IIM 3aHUMAIOT TJIIOKOKOPTHKOMWIbI
(I'K) 1 nMMyHOCYTNIpecCHUBHbIE NIPEeNapaThl.

Beaymas possb B aedenun IIM//IM orBoaurcs I'K.

OcHoBHbIe npuHIUNbI Jevyenus I'K:

e PaHHee Hayajgo Tepanuu (B TEUEHHME TMEPBBIX 3-X MECALIEB OT Hayaja
CHUMIITOMOB) aCCOLIMMPYETCS ¢ OJarONMpHUATHBIM IIPOTHO30M.

e AnekBaTHas WHHIIMAJIbHAS J03a: B 3aBUCHUMOCTH OT TSKECTH 3a00JICBaHUS
HavajbHas J103a kKoyiedsercst ot 1 10 2 MI/Kr/cyT.

e ExenneBHbir npuem ['K.

e Cyrounyro no3y 'K B Hauane JjiedeHus cieayeT ACIUTh Ha 3 Mpuema
(olleHMBAs €€ MEePEHOCUMOCTh), OJTHAKO B TEUECHHUE MEPBOM MOJIOBUHBI JIHS;
3aTeM MEepPEeBECTH MallMeHTa Ha npreM nojiHoi 103bl 'K B yTpeHHue yachl.

KoMmMeHTapuu: - B cilyyae «IJI0XOW» MNEPEHOCUMOCTH OJHOMOMEHTHOIO IIprueMa

nosiHo# 1036l 'K (Hanmpumep, peskoe nosbiiieHue AJl) BO3BMOXHO ee pa3jeneHue
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Ha HECKOJIBKO MTPUEMOB, KOTOPBIE JIOJKHBI IPOBOAMUTHCS, B CPETHEM, 10 12 yacoB
JTHSL.

o Ouenka 3(Q¢eKTUBHOCTH Tepanuu NPOBOJAUTHCA dYepe3 2-4 Heaenu OT
Hayana tepanuu ['K. IlonmoxutensHbld 3(QexT Tepanuu pacieHUBACTCS IPHU
HayaBmiemcs: cHmxeHun ypoBHs KOK, ACT, AJIT, ymeHblIEHUH HHTEHCUBHOCTH
KOKHBIX MPOSBICHUN, HAPACTAHUH MBIILICYHOMN CHUJIBI.

° B cnydae oTCyTCTBHS MONOXKUTEIBHOW TUHAMUKH - YBeIUUUTh 103y ['K 1o
1,5 mr/kr/cyT.

Ilpumeuanue: npu I[IM/JIM monoxurenbHas JAWHAMUKA: HapacTaHUE U
BOCCTAaHOBJICHHE MBIIIEYHOM CHIIbI, HOpMalH3alus J1a00paTOpHBIX MOKa3aTesen
pa3BUBAETCS MEUICHHEE, YEM IIPU JIPYTUX PEBMATHUYECKUX 3a00JIE€BaHUSIX.
KoMMeHTapuu: OTCYTCTBHE IIOJOKUTEIBHOW IUHAMUKH B TedeHUE 4 HeIesb
TpeOyeT  MNOBTOPHOTO  NpoBeaeHUd  AudPepeHIHanTbHOr0  AUarHoza ¢
(EHOTUITNYECKU CXO0KUMHU HO30JIOTUSMHU, BKIIOYAIOIIUMU B KIIMHUYECKOM KapTHHE

MHUONATUYCCKUU CuHapomam, B T.4., IICPCCMOTpPa MOp(l)OJIOI‘I/ILIeCKOFO MaTtcpuajia.

e JlnutenpbHOCTh MHULIMATBLHOM 103bI ['K cocTaBnser, B cpeaneM, 2,5-3 mecsia.

e CHmwxkenne n03pl ['K Haumnaercs npu HopMaimszaunu ypoBHI KOK B
CBIBOPOTKE KPOBH, HCUE3HOBEHUU CIIOHTAHHOW AKTUBHOCTH TIpu HU-OMI,
HapacTaHWH MBIIICYHON CHIIbI, 00beMa JBHUKEHUM M TIPOBOJIUTHCS MO CTPOTUM
KJIMHUKO-1a00paTopHbIM KoHTposeM. Jlo3a I'K nocreneHHo cHuxkaercs mo Ya
JI03bI OT UCXOJTHOM B MECSI, B CpeIHEeM, 0 Y2 - Y4 Tabnetku B 5-7-10 gHel no
JIOCTUKECHUS TIOJJICPKUBAIOIIETO YPOBHA. TEeMIT CHWIKEHUS 3aBUCHUT OT
ncxoauou 103wl I'K u crenenn aktuBHOCTH Oone3Hu. Uem Hmke no3a ['K, tem
MEJIJICHHEE €€ CHUKCHUE.

o IllogmepxuBatromas noza 'K wugumBugyaneha: 5-10, pexe 15 wmr/cytku u
3aBUCUT OT KIMHUKO-UMMYHOJOTHMYECKOTO TIOATUIIA O00JIe3HH,  BO3pacta
o6ompHoTO. [lpm FOJIM wm3BecTHBI ciydyad KIMHUKO-TA0OPATOPHON pEeMHUCCHUU

Ha ¢oHe IuTeNbHOW OTMeHbl Teparmuu. [lomnas otrmena 'K y B3pocibix
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MAIMEeHTOB, KaK TMPAaBWJIO, BEIET K OOOCTPEHUI0 OOJE3HM, NaKe €CIIU OHU
HECKOJILKO JIET HaXOJIMJIMCh B COCTOSIHUU IOJIHOTO KJIMHUYECKOIO OTBETA.

Honnep:xxano pexkomenganuamu APP u IMACS

N.B. Ilyabc-tepamus I'K 'y B3pociabIX DNAlMEHTOB He SIBJSETCA
ocHoBonoJiaraomei npu IIM/JIM u He CJIY:KUT NOBOAOM /JIsi IPMMEHEHHUS
MeHbIINX (He agekBaTHbIX) 403 'K HazHayaeMbIX BHYTPb, KaK B OCTPbIi

nepuoj 00Jie3HH, TAK U MPH ee 000CTPEHUH.

I[MoTeHnua/JbHble TOKA3aHUSI K MNOAKJIKYEHHI) HMMYHOCYNPeCCUBHOM
Tepanum:

e [IpuHamyie’;kHOCTh OOJNBHBIX K KIMHUKO-UMMYHOJIOTHYECKUM TOATHIIAM
[IM/[IM, 0COOEHHOCTBIO KOTOPBIX SIBJISIETCS] 3aBEJIOMO «IUIOXOW OTBET» Ha
tepanuio ['K: ACC ¢ ¢ubpo3upyronmM ajbBEOJUTOM, y TMAalMEHTOB
a"HTutea Kk SRP,

e SI3BEHHO-HEKPOTUYECKUIN BACKYJIUT,

e OO0ocTpeHue 3a001eBaHus MIPU CHIDKEHUH 10361 ['K,

e Pa3BuTue CTEpPOUJIPE3UCTEHTHOCTH Yy OOJIbHBIX, paHe TMOJIy4aBIIUX
HeaeKkBaTHO Mabie 036 ['K,

o Hesddextunocts ['K B Teuenue 3-x mecsies,

o Tsxensie mob6ounble Hpdextet ['K, numuTHpyronme HazHayeHUE
anexkBaTHOM 7036l ['K (HEeKOHTpodMpyeMble caxapHbli JuabeT Wiu
apTepualibHasi TUIEPTEH3Us, OCTpas s3Ba >KENyAKa, MHOXKECTBEHHbIC

OCTEONOPETUYECKUE TIEPETIOMBI)

Ionnep:xxano pexkomenganuaMu APP u IMACS (YpoBeHb 10Ka3aTeJIbHOCTH
A/B)

PeKOMeH,}IaHI/II/I M0 MPUMCHCHHUIO UMMYHOCYIIPCCCUBHLIX U OMOJIOTHYECKHUX

MpernapaTroB CTPYNIHUPOBAHBI HIWKE COOTBETCTBEHHO HaWOOJIEe  TSHKEIIBIM
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CMHApOMaM 110 oOopraHaM M CHUCTCMaM C Y4YCTOM MCKIAYHApPOAHOI'O OIIbITa U B

cootBeTcTBHM C Bepcueir APP u IMACS

HNurepcrunuagbHoe  nopamxenue  Jjgerkux (UIIJI) ¢ cusapomom

¢puodpo3upyromero aabseosnra (CO®A) npu ACC

1. HaunOonee TsXKENbIM M HEIOCTATOYHO KOHTPOJMpYeMbIM MoHOTepanueil I'K
npu [IM/JIM cungpomom siBisiercss ACC,  MapKUpyemblii BBISBICHUEM
MHUO3UT-CIIEUU(UUECKUX aHTUCUHTETa3HbIX aHTuTen (aHtu Jo-1, antm PL-7,
antd PL-12 u gap.) B ceiBopoTke KpoBH. IInoxoil mporHo3 ompenesnsercs
BOBJICUCHHEM B MMATOJOTUYECKUU Mpouecc Jeroynor tkanu - UIJI ¢ pasButnem
(GbuOpPO3UPYIOIIETro aJTbBEOJIHTA.

2. O6bem Tepanmuu u BbIOOp mpemapata (B couetanuu ¢ ['K) ompenensiercs
Tsokecthio UIIJT (mo manabiM KT v QyHKIIMOHAIBHBIX JIETOYHBIX TECTOB —
dbopcupoBanHoil ku3HeHHOUW emkoctu Jerkux (OKEJI), auddysnonnas
cnocobHocTh Jierkux (DLCO) u ¢ yyerom aHamHe3a (paHee NpUMEHsIEMbIE
MMMYHOCYIIPECCUBHBIE TIPETIAPATHI).

3. OcuoBHoe wmecto B unedenun MWIIJI 3ammmaer mumkinodochamug (D),
HA3HAYaeMbI BHYTpPUBEHHO B no3e 500 mr/m? -750 Mr/m?> Mr B Mecsn B

couetanuu ¢ 'K (ypoBeHb goKa3aTeIbHOCTH A).

KoMmMeHTapuu: He0OX0IUM KOHTPOJIb YPOBHS IeMOIJIOOMHA, YUCia JICHKOIUTOB,
TPOMOOIIMTOB, a30Ta MOYEBUHBI, KPEATUHHWHA, KOHLIEHTPALIMM MOYEBOM KUCIIOTHI,
aktuBHoctu ACT, AJIT, JIII', usmepenue nuypesa, yaeIbHOW MJIOTHOCTH MOYH,
BBISIBJICHUE MUKporemMatrypuu. I[Ipu yMeHbIIEHMM YHClia JIEHKOLIMTOB MEHEee
2,5x10%n w/uma TpomGouuros — meHee 100 x10%1 U NOBBILIEHNH KOHLEHTPALMH
ACT, AJIT Gomee yem B 3 pa3a OT BEpXHEW TpaHUIBI HOPMBI, JICUCHHUE
HEOOXOJMMO TMPEKPAaTUTh JO YCTPAaHEHUS] CHUMIITOMOB TOKCUYHOCTH. Jis
npodUIAKTUKA TEMOPPAaruyeckoro MUCTUTAa  (MOXKET pa3BHThCSI B TCUCHHE
HECKOJIBKUX YacOB WM CIIyCTSl HECKOJIbKO HEJENb IO0CJe BBEACHUSA) Mepen

tepanueid [{® u B TeueHwe 72 4acoB MOCIE €ro MPUMEHEHUS PEKOMEHIOBAH
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OOWJIbHBIN MUTHEBON PEXHUM (10 3-X JNUTPOB B CYTKH) U NMPUMEHEHHE CPEJCTB,
noALeIaYnBaromux Mouy. [Ipyu nosBieHnn NepBbIX MPU3HAKOBIEMOPPArUYECKOTO

LMCTUTA JICUEHUE MTpeKpamiaercs (ypoBeHb J0Ka3aTeIbHOCTH B).

4. JmurenbHocts L@ pomkHa ObIT He MeHee 6 MecsneB (YpOBEHb
nokazarenbHoctu C)

5. Kontponb sdpdextuBnoctu LD ocymecTBisiercs mo AuHaMU4eckoil orenke (1
pa3 B 6 MmecsaueB) dopcupoannoi JKEJI, moxazareneit DLCO (ypoBeHb
JloKa3zaTeabHOCTH A), a Takke gaHHbIX KT nerkux.

6. Ilpu arpeccuBHom Teuennn COA npu BoeipakeHHoM cHikenuu JKEJI u DLCO,
a Takxe, B ciiydae Hed(PexkTuBHOCTHM paHee mnpuMmeHsemon tepanuu LD,
1eIecoo0pa3Ho MPUMEHEHNE PUTYKCUMaoa.

7. Ilpumenenue moderuna mukoderonata (MM®D) paccmaTpuBaeTCsi B KaUeCTBeE

Tepanuu «BTOporo» psana npu MILI B ciydae HEBO3MOKXKHOCTH NMPUMEHEHUS

D nnu PTM.
Jucparus

1. Hapymenue rnotanus (nucdarus) spisieTcst HakTOPOM pHUCKa acIIUPAIMOHHON
ITHEBMOHUH, TEUCHUE u Tepanus KOTOpOH OCJIOKHAETCS
MMMYHOCKOMITIPOMEHTUPOBAHHOCTHIO TALMEHTOB, CBS3aHHOW C Tepanueu
BBICOKMMHU f03amu 'K 1 uTOCTaTUKOB.

2. PexomenaoBano mpoBenenue mynbc-tepamuu 'K (metunpen 1000mr) N 3 B
coYeTaHnM C nepopainbHbIM nprueMoM 'K B aexkBaTHOM 103€.

3. Tspkenas aucdarus sIBISETCS MOTCHIMAIBHBIM TOKA3aHUEM IS TIPUMCHCHUS

BHYTPUBEHHOTO UMMyHor100ynmuna (BUT).

KommenTapun: - nanuuue aucdaruu y 6onbHbix [IM//IM ciy:xut nmoBoaoM st

poBeieHHsI 00Jiee aKTUBHOTO OHKOTIOUCKA (YpOBEHb J0Ka3aTeabHocTh C).

S3BeHHO-HEKPOTHYECKU BACKYJINT
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Hanname s3BeHHO-HEKPOTHUYECKOTO BACKYJIMTA SIBIISIETCS MOKAa3aHHEM JJIs
pOBeJeHUS MyJbc-Tepanuu ukiodochamuaom B no3e 600-800-1000 mr B mecsrt

B cOYeTaHUH MeTUIIpeHn30710HOM 500-1000mr.

Ko:xHblii cuHApOM

Koxnsi cuanpom npu JM B coyeTaHnM € NMPOKCHUMAIbHOM MBIIIEYHOU
CJ1a00CThIO OTPAXKAeT aKTUBHOCTh OOJIE3HM U, KaK IpaBuio, KoHTpoaupyercs 'K B
aJIeKBaTHBIX J103aX B OCTpPbIA nepuoj Oose3HH. [Ipm pe3ucTEeHTHOM KOKHOM
CUHJIPOME,  COXpaHSIOIIEMCs Ha (OHE BOCCTAHOBJIEHUS MBILICYHON CHIIBI,
PEKOMEHIYETCSI IPUMEHEHNE aHTUMAJISIPUMHBIX NPEenapaTtoB (TUAPOKCUXIOPOXHUH
o 200—400 Mr/cyT), TONMUYECKUX CTEPOUJIOB.

KomMeHTapum: - Hajauuue pPE3UCTEHTHOTO KOXKHOTO CHUHIPOMA W/WJIM SI3BEHHO-
HEKpOTHYEC-KOro BackyiauTa y OonbHbIX [IM//IM cayXuT mnOBOAOM ISt
poBeneHHs 00Jiee aKTUBHOTO OHKOTIOMCKA. (YpOBEHb 0Ka3aTenbHoCcTh C).
JInxopaaka niau cyodedpuanrer

1. Bcerpeuaercs penko, ramaBHbIM oOpazoM ipu ACC ¢ ocTpbIM Hayanam O0JIe3HHU.
2. Kontpomupyercs 'K u He TpeOyeT NOMOMHUTENBHOW Tepanuu. (YpOBEHb

JoKa3aTeapHOCTH B).

KommenTapumn: - npu mnosBieHuH cyOdeOpuwinrera (WM JIUXOPAIKH) Y
naieHToB Ha ¢one gedyenus [K B mepuoa  KIMHHUKO-1a0OpaTOpHOU
MOJIOKUTENBHOW JUHAMUKU — MCKIIOYEHUE TMPUCOEAUHEHHS COIYTCTBYIOLIEH
uHpexkuu. HeoOxoauMo  y4HWTHIBATH AaTHNU3M  TEUEHUS HMH(EKIIMOHHBIX

OCIIO)KHEHHH Ha JOHE UIMMYHOCYTPECCUBHOM TE€paIuu.

IHopasxkeHnue cycraBos

1. Hanuuue aptputa npu I[IM/JIM moxeT mpucyTCTBOBaTh B Hayajne OOJE3HH.
ApTpuTbl  BXOAST B coctaB cuMmnroMokomiuiekca ACC,  xoporio
koHTposupytoTcst 'K u He TpeOyIoT JOMOIHUTENBHOTO JIEYEHHUS.

2. CrubarenpHble KOHTPAKTYphl, KaK TPaBHJIO, JIOKTEBBIX, PEXKE KOJCHHBIX

CyCTaBOB, pa3BuBalTcs B ocTpeii mnepuon I[IM/JIM  u  oOycrioBiaeHBI
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BOCIHIAJIMUTCIIBHBIM TIOPAKCHHUCM MBIILIEYHOMI TKaHU, a HC HCIMOCPCIACTBCHHBIM
IMOPAKCHUECM CYCTAaBOB. I[OHOJ'IHI/ITCJ'IBHOFO MCAUKAMCHTO3HOI'O JICUCHHUA HC

Tpedyercs. (YpoBeHb JiokazarenbHocTh C).

Kaabuunos MArkux Tkaneu

1.

Kanpunno3 wMarkux TtkaHed Haubonee dYacTto NpuUCYTCTBYeT (M Oosee
arpeccuBeH) npu F0JIM

[TosiBIEeHHE MHOMKECTBEHHBIX KaJbIMHATOB, KaK IIPaBUJIO, COMYTCTBYET
octpoMmy TedeHuto [IM/JIM. KanbuuHaThl COXpaHsIOTCS Ha (OHE CHMKCHUS
aKTUBHOCTH OOJIE3HW, Jaxe TMPH JOCTHKCHUH KIWHUKO-Ta00paTOPHOM
pemMuccuu 1 HauoOoJsee Beipaxkenuu rpu FO/IM.

I[Ipu KO/JIM, cC uenpl0 CHUKEHHS pPHUCKAa Pa3BUTUA KaJIbLIMHO3a M €ro
pacrpocTpaHEHHOCTHU MpuMeHsieTcs myiabc-tepanus 'K B 1o3e 1-2 mMr/kr/cyT.
Xupyprudyeckoe jedeHue Manod(O(PEeKTUBHO, MOCKOIbKY TMOBBIIMIAET PHUCK
PUCOETUHEHNS BTOPUYHON MH(EKIIUU U MOKET CIPOBOLUPOBATH IMOSBIICHUE
HOBBIX KaJIbIIUHATOB.

B kadectBe MeIMKaMEHTO3HOM Tepanmuu MNPUMEHAIOTT OuchochoHaTs
(keunudon, docamakc, (ocaBaHC U Jp.), OJHAKO IOJHOTO KOHTPOJS Hal
IPOLECCOM I'eTePOTONNYECKOI0 KaIbIIUHOOpa30BaHusI HE JJOCTUTACTCH.

JIns  nedeHus KaJdblMHO3a MPUMEHSIETCS, TaKXe JUHATpueBas COJb
ATUJIEHIUAMUHOTETpaykcycHo  kucnoTel  (Na2DJITA),  oOpasyromieit
KOMILIEKCHBIE COEIMHEHHS ¢ Pa3IMYHBIMU KaTHOHAMM, B T.4.c noHamu Ca?* u
CIIOCOOCTBYET BBIICJICHUIO UX C MOYOM.

Nmerorcss nanHble 00 3((EKTUBHOM NPEIOTBPAILICHUH IPOTPECCUPOBAHMS
KaJbIIMHO3a TPU TMPUMEHEHHH BHYTPUBEHHOTO MMMYyHornooynuHa (BUIL) B
TEUCHUE 2 JTHEW KXKIbI MECSI] B COUETAHUN C METUJINIPEIHU30JIOHOM. YPOBEHb

nokazarenbHoctu C).

TpaIlI/IlII/IOHHLIe HMMYHOCYIIPECCUBHbBIC Iperaparbl, IPHUMCHACMbBIC B

Jeuyennu [TM/IM
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1. Merotpekcar mno 7,5-25 wMr/Heq BHYTPp WIM BHYTPUBEHHO (IIpH
HEAOCTaTOYHOU 3()(PEKTUBHOCTU WIIM IUIOXOH MEPEHOCUMOCTH MEPOPATBbHOTO
npuema mnpernapara, 0COOEHHO B BBICOKHX J03aX).

2. Azaruonpun no 2—-3 mr/kr/cyt (100-200 mr/cyT)

3. Huxnocropun A (CangummyHn) mo 2,5-5.,0 Mr/kr/cyTku Ha3HAYaIoT
nanueHTtaM ¢ pesucreHTHbiMU K 'K ¢dopmamu 3aboneBanusi, B T.4. mpu
XpPOHMYECKOM TEYEHHH OO0JIE3HM, CBS3aHHOM C HEaJeKBaTHO  MaJIOH
uHunmanbHOM o3oi ['K (ypoBenb nokazarensHoctu C).

4. Muxodenomara moderun (MMD). Hmerorcs nanabie 00 >(dexkTuBHOCTH
MM® mpu UIJT u pe3ucTeHTHOM KOXHOM cuHApoMe. [IpmeM HaumHAIOT C
no3e1 1000 mr/cyT (B 2 nmpuema), mocTeneHHo TUTpys 103y A0 2000 mr/cyT moa
KOHTpOJIEM TMOKa3areneil oOmero u OHOXMMHUYECKOTO aHajJu30B KpPOBH

(ypoBensb gokazarenbHocTH C).

IIpumeyanue. OOmME  NPUHUMUIBI  JIEYEHUS  HWMMYHOCYIPECCHUBHBIMU

npenapaTamu:

® THUTPOBAHHWE JO3bI: Ha3HAYEHWE C HEOONBIIONW JO3BI W TIOCTCIICHHOE €€
MOBBIIIICHUE 10 KOHTPOJIEM ITIEPEHOCUMOCTH

® KOHTPOJIb TEPEHOCUMOCTH: OIICHKAa YypOBHA TeMOTJIOOMHA,  YuCia
JICHKOIMTOB, TPOMOOIIUTOB, a30Ta MOYEBHMHBI, KpEaTWHHWHA, aKTUBHOCTU
ACT, AJIT. Ilpu yMeHBIICHUH YMCIa TedKonuToB MeHee 2,5x10%n u/umn
tpomboruroB — Menee 100 x 10%n u nmosemmennu xonuentpammu ACT,
AJIT Oonee yweM B 3 pa3a OT BEpPXHEW TIpaHULIBl HOPMBI, JICUCHUE
HEO0OXOMMO TIPEKPATUTh 10 YCTPAHCHUS CHMITTOMOB TOKCHYHOCTH.

® [IpU NPHUCOCTUHEHUN UHTEPKYPPEHOTON MH(PEKIINH, B T.4. TEPIETHUECKON —
BpEMEHHAas OTMEHA UMMYHOCYITPECCUBHBIX MPENapaToB /10 NCUC3HOBEHUS €€

MPU3HAKOB.

5. Ilpumenenue BHyTpuBeHHOr0 UMMYyHoOT00yrHa (BUI) 2 r/kr 1 pa3 B mMecsi B

TedeHue 3 wmecsneB sBiugercs dddextuBHbIM MeTonoM Jseuenus [IM/IM
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(ocobenno KO/IM), pe3aucTeHTHOTO K CTaHAApTHOU Tepanuu. [lomokuTenbHbIHI
KIMHUKO-Ta00paTopHbll  3((EeKT, MOATBEPKACHHBII  MOP(OIOTHYECKH,
nokaszan M.C.Dalakas B 1993 r. IloreHumanpHbIM T0KaszauueM i BUI
aBisieTcsl Tsokenast nucarus. Hemoctatkom sBisieTcss KpaTKOBPEMEHHOCTH
addekra, TpeOyroIas MNPOBEACHUS TMOBTOPHBIX HH(GY3UH. (YPOBEHB
J0Ka3aTebHOCTH B).

[Inazmadepe3 craemnyeT HUCHOIB30BAaTh IJIABHBIM 00pa3oM y OOJBHBIX C
TSOKEIBIM, PE3UCTEHTHBIM K JIpyruM Metona yieuenus [IM/JIM B coueranuu ¢ ['K u
UTOTOKCUYECKUMHU MpernapaTamMu.

Hosblie HanpaByenus tepanuu [IM//IM. buoJsornyeckue npenaparsl.

B Hacrosiee BpeMs aKTUBHO HU3Yy4aeTcsl POJb U MECTO OHMOJIOTHYECKOMN
tepanuu B Tepanuu [IM/JIM.

1. IIpumenenue B Tepanuu I[IM//IM uHruGuTopoB ¢akTopa HEKpo3a
omyxoiu o TNF-o (undnukcumaba) He NPUHECTO JKEJIAeMbIX pe3yJIbTaTOB:
MOCKOJIBKY OH HE CHOCOOEH KOHTPOJIMPOBATH AKTUBHOCTH OOJIE3HU, B TOM UHUCIIEC
HNI1JI, a Taxoke, yBETUYUBAIOT PUCK ONMTOPTYHUCTUYECKUX UH(PEKITHMA.

2. NmeroTcs manHble 00 YCIIENTHOM NMPUMEHEHUHU dTaHEPIIeNTa B KA4eCTBE
creponujacOeperatomei Ttepanuu. JlaHHbIE cHUcTemaTHdeckux o0030poB PKU.
(Yposens nokazarenpHOCTH C)

3. Ilpumenenue 610KaTOPOB KO-cTUMYIsinuK T-mumdponuToB (abararenTa)
B coueraHuu ¢ THOCynbdaT Hatpus npu FOJM ¢ A3BEeHHO-HEKPOTUYHCKUM
BACKYJIUTOM M TMPOTPECCUPYIONIUM KaJIbIIMHO30M OKa3aJi0 MOJIOKUTEIbHBIN
addexT B BUAEC HapacTaHUs MBIIICYHOW CHJIBI, BOCCTAHOBJICHUS II€JIOCTHOCTHU
KOKHBI/I TTOKPOBOB, CHUXEHHUS MPOrPECCUPOBAHUS KaJIbIMHO3a, YTO IMO3BOJIHIIO
CHU3UTH nojanepkuBatoiyto 103y ['K. Jlanawie cucrematuueckux o630poB PKU
(YpoBens nokazarenbHocTu C)

4. Ocoboe MecTo cpeau OMOJIOTMYECKHX MpernapaTroB, HA CETOTHSITHUN
neHb, npumensieMbix npu [IM/JIM, 3anumaeT ucnolsib30BaHUE aHTH B-kieTouyHoit
Tepanuu. HakorieH moIoKUTENbHBIN OTBIT 10 TpUMeHeHn o0 putykcumada (PTM)

y TAUHEHTOB C TsKENbIM MblIeyHbIM mopaxkeHueM u npu ACC ¢ CODA,
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pesucteHTHbIX K 'K M npumensemon paHee TpaJWLMOHHOW LUTOCTATUYECKOU

Tepanuu (YpoBeHb JoKa3aTeabHOCTH B).

KomMmenTapuu: - IlpakThuecku Bce aBTOPbHl OMHUCHIBAIOT  BBICOKYIO
s pexrruBHOCT, PTM mpu [IM//IM. Tak, Ha ¢one tepanuu PTM (B coderanuu c
I'K) HAOJIFOaeTCs  TIOJIOKUTENbHAS — KIMHUKO-Ta0opaTopHass JIMHAMHKA
(YMEHbIIIEHHE BBIPAXKEHHOCTH KOXXHOTO CUHAPOMA, HApaCTaHUE MBIIIICUHON CHUJIbI).

e B cnyuae nmpumenenus PTM mpu ACC ¢ CDA, nozutuBHbId 3ddexT

Habmoancs 6omnee, yem y 70% OONBbHBIX B BUJE YBEIMUEHUS TOKa3aTeen

GbyHKIMK BHEIIHETO AbixaHus: yBenuueHus nokazaresneit JKEJI u DLCO, a

Takke ymeHblieHus: unduiastpaToB o KT rpyaHoit kieTku.

e MakcumanbHbli 3(QexT pa3BuBaics uepe3 12 Hemenp mocie MEpBOU
uHpy3un u koppenuponai co camxenuem CD 20 + B kieroxk.
Benenune nanuentoB IIM/JIM ¢ XpoHMYECKHM Te4yeHUEM 00J1€3HU, CBA3AHHBIM
C HeaJleKBAaTHO MAJIOM MHUIMAJIbHOM 10301 I'K.

1. CnoXHOCTh BEIEHHUS TaKUX TMAIMEHTOB OO0YyCIOBJICHA pPa3BUTHEM
MOCTBOCHAJIUTENILHOU (PUOPO3HOM U )KUPOBOM MHBOJIIOIMU MBIIIEYHON TKaHU (TIpU
Ha3HAYEHUU HeaJleKBaTHOW MHMIMaIbHOUM 103kl ['K). B aTOM ciiyuae oTcyTcTBYET
(WM MUHUMAaJeH) BOCHAIUTENbHBI KOMIIOHEHT (MHO3UT), SBIISIOIIHICS
cyOcTpaToM Jij1sl TPOBEICHUS MPOTUBOBOCTIANIUTENbHOU Tepanuu ['K.

2. Knuandeckn - cOXpaHseTcss NPOKCHUMAallbHAs MbIlIeyHasi Ci1aboCTh,
OJIHAKO TIOKa3aTelnn akTUBHOCTU Oose3nu (ypoBeHb K®K, nannpie u-OMI,
OuonTaTa MBIINIEUHOW TKaHU) HE CBUJIETEIBCTBYIOT B TMOJb3y TEKYIIETO
BOCIAJIUTENIBHOTO Tpoliecca.

3. IlpucyrctBue (puOpo3HOW M >KHUPOBON WHBOIIOIWN MBIIICYHONH TKAHH
noarBepxkaaercs npu MPT  uccienoBaHMd  MPOKCUMAIBHBIX — OTHEJOB
KOHEYHOCTEW.

4. TloBeimenue na03bl 'K  1enecooOpa3sHO TpU  HAIWYUU, XOTS OBl

MHUHUMAJIBHBIX, IIPU3HAKOB BOCIIAJICHUA MBIILICYHON TKaHU.
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5. XpoHudeckoe Te4YeHHE OOJE3HM, CBS3aHHOEC C HEAJACKBATHO MO
nHUIanbHo no3ou ['K  sgBigercs TOTEHHUMAJIBLHBIM  IIOKAa3aHUEM 1A
MOAKIIOUCHUST UMMyHocynpeccuBHor Tepanuu (L{uxknocnmopun A, MMO,

METOTpEeKcaT, a3aTHOTIPHUH).
PeaOuiuranuoHHbIe MepONIPUATHS

e [IpoBoasATCS B 3aBUCUMOCTH OT CTaJ1U 3a00JIeBaHUs

e B octpyto ¢asy mnporuBomokazanbl JIOK w ¢dusmdeckue Harpyskw,
MPOBOAUMBIE TALMEHTAMHU «UYEpE3 CHUIIY»; JOMYCKAKTCS TOJbKO IAaCCUBH.
YIIPa)KHEHUS

e B craauio BBI3IOPOBICHUS - HW30METPUYECKHE, a 3aT€éM HW30TOHUYECKHUE
YIIPaKHEHUS

e B xpoHuueckoii ctaguu - aHa3pOOHbIE YIIPAKHEHUS

IMPOI'HO3. O6miasi cMepTHOCTH cpeau OoybHBIX, cTpagaromux JIM/TIM,
IPUMEPHO B 4 pa3a MPEBbIIIAET TAKOBYIO B 0011el nomnysiiuu. [lpuunnoi cMepTH
OOBIYHO CIIy’KaT OCJIOKHEHHUSI CO CTOPOHBI JIETKUX, [TOYEK U cepAla. Y KEHILUH U
NPEACTABUTENIE  HETPOMIHOM  pacbl  NPOTHO3, Kak NpaBUlO, MEHee
OnaronpusTHbii. TemM He MeHee MPOUEHT MATUJICTHEW BBDKUBAEMOCTH
npubaMxKaeTcss K 75, M OH BbIIIE Yy B3pociblX, 4eM Yy Jnered. CocrosiHue
OONBIIMHCTBA OaNbHBIX YJIydIlAeTCd B Mpolecce JedeHusd. MHorue u3 HUx
BO3BpAIlalOTCSI K  CaMOCTOATENbHOM  »ku3HM. Hekoropas crmabocte B
IIPOKCUMAJIbHBIX MBIIIIAX KOHEYHOCTEH, XOTS U OCTAETCS, OAHAKO OHA HE HOCHUT
MHBAJIMM3HUpYIOIIEro Xapakrepa. KoHeuHo, peuuauB 3a00jeBaHHUS MOMKET
BO3HUKHYTh B JII000€ BpEMsl, IIOATOMY JIEUEHUE KOPTUKOCTEPOUIAMH HE CIIETYEeT
IpeKpamarb CIUIIKOM OBICTPO, TeM 0oJiee YTO PELMJIMBBI MOAMAIOTCS Teparuu
ropaszio TpyJHee, 4eM HadalibHble mposiBiieHus Oomne3nn. Okono 50 % OGombHBIX
BBI3JIOPABJIMBAIOT U MOTYT OOXOIUTHCS O€3 JIeYeHUs B TEUYEHHE S5 JIET Mocie

Hayana Oone3nu; y 20% OONbHBIX aKTUBHOE 3a00JI€BaHUE COXPAHAETCS, UM
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HE00X0auMO mpoaosnkeHue nedeHus; y 30% Oone3Hb MepexoauT B HEAKTUBHYIO
CTaJIMI0, U Y HUX HA0JI0/Ia€TCs JIUIIb OCTATOYHAsS MBIIIIEUHas C1a00CTb.

@akTopbl, OTATOIIAIOUINE TPOTHO3: TOXHWIOW BO3pacT IMAalMEHTOB,
HeaJieKBaTHasi Tepanmuss B Hadajge OoJie3HHM, TSKEIOE TEYEHHE MMO3HUTA,

HapaHCOHJIaCTI/I‘K?CKHﬁ MHO3HUT, AHTUCHUHTETA3HbIN CUHIOPOM.

MHMPOPUIIAKTHUKA He pazpaboTaHa.

CKPUHUHHI He npoBOaUTCS.

V. Ilepeuenv KOHmMpPOaILHBIX BONPOCOB.
1. HaiiTe cOBpeMEHHOE ONpeAETICHNE IePMAaTOMHO3UTA U MTOJTMMHO3HTA.
2. OxapakTepu3yiTe BO3MOKHbIE STHOJIOrHYeCKUe (PaKTOpbI IepMaTOMUO3HUTA U
TIOJIMMHO3HUTA.
[TyTu pa3BUTHS 1 MEXaHU3MBI ITATOTEHE3a IEPMATOMUO3UTA U TIOJIMMHUO3UTA.
HaBenute coBpeMeHHYIO KiacCH(PUKAINIO JePMATOMUO3HUTA U TOJIMMHUO3HTA.
JleyeHne 1epMaToOMHO3UTA U TOTMMHO3HTA.

[IpoBecTn nuddepeHnanbHy0 TUarHOCTHKY.

N o gk~ W

[IporHo3 u npoduiiakTrka AEPMaTOMUO3UTA U TOJTUMHO3UTA

VI. Obpa3zubt mecmosulx 3a0anuil

[—

. OCHOBHBIM JMAarHOCTUYECKUM KPUTEPUEM JI€PMATOMHUO3NUTA SIBIISETCS:
A. yBenuuenue aKTUBHOCTHU CBIBOPOTOYHBIX (epMeHTOB -
KpeaTtuHpochokrHaszbl, aba0J1a3bl, TPAHCAMUHAS;
KAJIBLIMHO3;
nucharus;

. MHOIJIOOYJTMHYpHUYECKas MOYKa;

m O O W

aMeHopesl.
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2. OI[HI/IM N3 AOIMOJIHUTCIBbHBIX AWMAIHOCTUYCCKUX KPUTCPUCB ACPMATOMHO3UTA

ABJIACTCA:

A

m O O @

nvcharus;
TIePUKAPINT;

Hedpomnarus;

. hubpo3 GazabHBIX OTACIIOB JICTKHX;

ITOBBIIICHHAA MbIIIICYHAasA BO36yI[I/IMOCTB 110 JaHHBbIM BHCKTpOMI/IOFpaq)I/II/I.

3. OI[HI/IM N3 AOIOJIHUTCIBHBIX AWAIHOCTUYCCKUX KPUTCPHUCB ACPMATOMUHO3HTA

SIBIISICTCSL:
A. KaJabIIUHO3;
B. nnespur;
C. o4aroBslil roMypysioHePUT;
D. ocTteonu3 KOHYMKOB MAaJBIIEB;
E. mopaxkenne  wMpImy  (MPEUMYIIECTBEHHO  MPOKCHMAIBHBIX  OTHEIIOB

KOHEYHOCTEH ).

4. PEHTreHOJIOTHUECKUE IMPHU3HAKHW IIOPAKCHUSA CYCTABOB IIpU ACPMATOMHO3UTC

CJICTYFOIIHEC:

A
B.
C.
D.
E.

PEHTTCHOJIOTMYSCKIE U3MEHEHUS CYCTaBOB HE XapaKTePHBI,
OCTEOJIH3;
UCTOHYCHHE CYOXOHAPATbHBIX IJIACTHHOK;

OCTCOCKIICPO3;

y3YpBHIL.

5. Y O0OJbHOrO J€pMAaTOMHO3UTOM B OMOXMMHYECKOM aHalM3€ KPOBU BCETrIa

ITOBBIIIIACTCA:

A

KpeatuHuHpochokrHaza;

B. MoueBuHa;
C.
D

. KaJIui;

XOJICCTCPHH,
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E.

OUTUpyOuH.

6. [IpusHaku, XapakTepHbIe JIJIsl AEPMAaTOMUO3HUTA:

A

E.

CynpaopOuTaIbHble OTEKH W TUIIEPEMHUS KOXKM OKOJIO TIJja3, pe3Kas

MBIIIEYHAs! C1a00CTh, BEICOKAs TEMIEPATypa;

. «0abouka» Ha JIUIC, CyrIpaOp6I/ITaJ'H)HI>IC OTCKH U THUIICPCMUS KOXKH OKOJIO

TJ1a3, OCTE0JIN3 HOTTEBHIX (pasiaHT;

OCTE€0JIN3 HOTTEBBIX (panaHr, Aeopmalys CycTaBOB, BBICOKas TEMIIEPATYpa;
«0abouka» Ha JUUE, CYNPAOPOUTAIBHBIE OTEKH M THIEPEMUS KOKHU OKOJIO
rJias;

«0aboukay Ha JuIle, neopmalus CycTaBoOB, BRICOKAs TEMIIEpATypa.

7. B neuenun ACPMATOMHO3UTAa OCHOBHOC 3HAYCHHUC UMCCT!

A

m O O W

8. lu
A
B.
C.
D.
E.

MIPETHU30JIOH B BHICOKHUX J103aX;
MIPETHU30JIOH B CPEIHHUX J03aX;

aHTUPEBMATUYECKHE TPOTUBOBOCIIATUTEIHLHBIE HECTEPOUIHBIE MPETIapaThi;
nukinodocdan;

mazmadepes.

arHOCTHYECKOE 3HAYCHHE TIPH JEPMATOMHO3UTE UMEET:
BBICOKAsl aKTUBHOCTh KpeaTHH(HOCHOKNHA3HL;
MOBBIIICHUE YPOBHS OCTPO(Pa30BbIX OCIKOB;
YMEPEHHBIN JIEUKOLIUTO3;
HAJIM4KUE TEMOJIUTUYECKON aHEMUU;

PEBMATOUIHBIN PakTop.

9. ITlopaxkeHne BeK SBIAETCS OJHUM W3 KPUTEPUEB AUArHOCTHKUA OJHOTO W3

NEePEUNCIEHHBIX HUXKE 3a00JIeBaHUI:

A.
B.
C.
D.

JN€PMaTOMHO3UTA;
PEBMATUYECKOU ITOJTUMHUAIITUY;
CUCTEMHOU CKJIEPOACPMUH.

OCTpPOH pEBMATUYECKOM JIMXOPAJIKH;
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E. cucteMHO# KpacHOU BOJYAHKHU.

10. ITaTOTHOMOHUYHBIM TPOSBICHUEM J€PMATOMHO3UTA CITYKUT:

A. mapaopOuTanbHBI OTeK ¢ JIOBOHM ('TeIHMOTPOMHON") SpUTEMON BEpHETO
Beka W cuHApoMoM [oTTpoHa (dpUTEMON HaAJ TMSACTHO-(aJIaHTOBBIMU
CyCTaBaMH);
pUTEMA HA OTKPBITHIX YUaCTKaX KOXH;

MONKUIIOIEPMUSL;

. aJIOTEIIHS;

m O O @

cuHIpoMm PeliHo.
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