MHUHUCTEPCTBO 3/IPABOOXPAHEHU ST YKPAUHbBI
3AIIOPOXKCKHUI IT'OCYJAPCTBEHHbBIN MEIULIMHCKU YHUBEPCUTET

Kadenpa BuyTpeHHux 6ose3nein No2

OCHOBBI IMATHOCTHUKH, JIEYEHUSA U
MMPOPNIAKTUKA
3ABOJIJEBAHUN KOCTHO-MBIIIEYHON CUCTEMBI

U COEAMHUTEJBbHOMN TKAHU
MOJIYJIb 2

YACTb 2
y‘I€6H0'MCTOI[I/I‘ICCKO€ II0COOHe K MPAKTUYCCKUM 3aHATUAM 110
BHYTpeHHCfI MCIUIIMHC JIAA CTYACHTOB 5 KypCa MCIAUIIMHCKHUX

(bakyJIbTETOB

3anopoxbe

2019



VIIK 616.7-07-08(075.8)
0-75

Ymeepoicoeno na 3acedanuu [lenmpanvrnoco memoouuecxozo Cosema 3I'MY
U PeKOMEHO0BAHO OJis UCTIONb3068AHUSL 8 00PA308AMENLHOM NPOYECCe
(npomoxon Ne 3 om «28» ¢espans 2019 2.)

PenenszeHTnI:

B. B. Cusonan — pa-p Men. Hayk, mpodeccop, 3aBenyromui kadeapoi
MYJIBTUMOJAILHONW IUAarHOCTUKY U nponeneBTuku 3IMY;

O. B. Kpaiioawenxo — a-p Men. HayK, ipodeccop, 3aBenyronuii kadeapoun
KIIMHAYECKON (hapmakosoruu, dapmaruyu, (GpapMakoTepanmud U KOCMETOJIOTHH
3I'MYVY.

KoJuiekTuB aBTOpOB:

B. A. Buzup — n-p Men. Hayk, npodeccop kadeapbl BHyTPEHHUX 00Jie3HEH 2;
B. B. Bypsik — xaH/. MeJl. HayK, IOIEHT Kadeapbl BHYTPEHHUX OOJIe3HEH 2;

C. I'. lllonox — xauj. MeJl. HayK, aCCUCTEHT Kadeapbl BHyTpEHHUX 0oJe3HeH 2;
U. B. 3auka — xaHJ. MeJl.HAyK, aCCUCTEHT Ka(eapbl BHYTPEHHUX O0JIe3HEN 2;

B. B. llIxonosoti —kaH[. MeJl. HAyK, aCCUCTEHT Ka(eaphl BHYTPEHHUX OOJIe3HEH 2.

0-75 OcHoBBI AHATHOCTHKHU, JICYCHHUA U HpO(i)I/IJ'IaKTI/IKI/I 3a00JICBaHUI

KOCTHO-MBIIIIEYHOW CUCTEMBI M COCICHUTEIbHOM TKanu. Momynb 2 : Y. 2

yueOHOE T0COOME K TPAKTUYECKUM 3aHATHSM 10 BHYTpPEHHEH
MEIUIMHE U1 CTYIEHTOB 5 Kypca MEIUIUHCKUX (akyiapreToB / B. A.
Buzup, B. B. bypsk, C. I'. lllonox, U. B. 3auka, B. B. llIkomoBoi. —
3anopoxsbe : 3IMY, 2019. - 173 c.

[Tocobue npeaHazHa4YeHO AJISL CTYI€HTOB MEIULUHCKUX YUPEXKIACHUN BBICIIETO
00pa30BaHUs B KauyeCTBE MOMOIIM B M3yYEHHUU BHYTpPEeHHEH MeTuiuHbl. COaepX HT
OCHOBHBIC BONPOCHI CHUCTEMHBIX 3a00JIeBaHUM, NPEIYyCMOTPEHHbIE Y4eOHOMH
IPOrpaMMO TUCHUIUIMHBI «BHYTpEHHSISI MEIUIIMHAY 10 CIIELUaIbHOCTAM «JIeueOHoe

neno» u «llenuarpusy.

VJIK 616.7-07-08(075.8)

©KomnexTus aBTopos, 2019
©3anopoKCKHiA TOCYIapCTBEHHBIA MEAUIIMHCKUI yHUBepcuTeT, 2019



o o~ wDd e

COJEPKXAHHUE

Tema

Cnucok COKpamieHui

Pesmaronaneivi aptput. B.B. bypsak

Cuctemnas kpacHas Bomuanka (CKB). /4.B. 3auka
CucrteMHble BacKynuThL. M. B. 3auxa

Cucremnas cknepoaepmust. C.1. Illonox

JlepMaTOMUO3UT ¥ MOAUMUO3UT. B. B. [llxonosuu

CTp.

33
74
110
134



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 - HecTepouaHbie MPOTUBOBOCIIAIMTEIBHBIE 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-uHTEpCTUIIMAIBHBIA HEDPUT;

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, 4YTO CO3[Aa€T YCJIOBUSA JJIA
MaHu(ecTanmuy  MOJUMOPOUIHBIX  cocTossHMA. PA  cmocobeH  oKa3bIBaTh
HEIMOCPEACTBEHHOE HETATUBHOE BIIMSHUE HA CMEPTHOCTHh B MOMyJiAlMU. BmecTe ¢
TeM, TMPOBOCHAJIUTEIbHAS aKTUBAILMS, COMNPSDKEHHAss C  aKTUBHBIM — PA,
aCCOLIMMPYETCS C YCKOPEHHEM aTepoCKiIepo3a, (POpMUpPOBAHUEM AUCHYHKUIUU
SHAOTENHUS W APTEPUATIBHBIM  PEMOJEIUPOBAHHEM, YTO TIOBBIIIAET PUCK
BO3HUKHOBEHUS KapJUMOBACKYJSAPHBIX COOBITHI, B TOM uuciie u ¢aranbHbix. He
CMOTpSI Ha CYIIECTBEHHBIE IOCTUKEHUSI COBPEMEHHON PEBMATOJIOTUH, 10 CUX IOP
HE YCTaHOBJICHBI B TIOJIHOM 00BEME OCHOBHBIE MAaTO(U3UOIOTUYECKUE MEXAHU3MBI,
B TOM YHCJIe U reHeThuueckue, GopMupoBaHus U nporpeccupoBanusi PA, a taxxe
HE€ YTOYHEHBl JUArHOCTHYECKHWE KPUTEPUM BO3HUKHOBEHHUS TOJEPAHTHOCTH K
KCEHOOMOTHYECKUM JIEKapCTBEHHBIM cpeacTBaM. C Ipyroil CTOPOHBI HET YETKOTO
MPEACTaBICHUS] 00 ONTUMAJIBHON TPOJOIKUTEIBHOCTA TIEPUOJIa HWHIYKIIUU
PEMUCCHU UM TEPCIEeKTUBAX €ro MpOJIOHranmuu 0e3  MOJIEP>KUBAIONIETO
MPUMEHEHUST MOJIUDUITUPYIONIUX TeUeHUEe 3a00JIeBaHUs JIEKAPCTBEHHBIX CPECTB.
Kpome Toro, nHuImanbsHblil quario3 PA, B TOM 4ucie ero peako BCTPEYaroluXcs
dbopM, 0COOEHHO TPYJIEH U OTBETCTBEHEH. Bce 3To co3aaeT OorpoMHbIE TPYAHOCTH
I OCYIIECTBJICHUS aJICKBAaTHOTO KOHTPOJISI Haj 3Bostounein PA B ycrnoBusix
PYTUHHOM KJIMHUYECKON MPAKTUKHM M COXPAHSAET BBICOKYIO aKTyaJbHOCTb
U3Y4YEHUS ITOU MPOOIEMBI.

II. Yuebnwie yenu 3anamus.
HUmemwv npeocmasnenue (a-):
- HWwmertp mpexacraBieHne 00 aKTyalbHOCTH OOCY)XIa€MOW TEMbI 3aHATHS U €€

HpaKTI/I‘IeCKOﬁ BAXXHOCTH JId PCIICHHA KOHKPCTHBIX KIIMHUYCCKUX 3a7a4;
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HmeTs npeacTaBnenre o0 THOJIOTHH U TATOTE€HE3€ PEBMATOMIHOTO apTPUTA;
HmeTs mpencTaBieHHE O COBPEMEHHOM KiacCU(UKAMU PEBMATOUIHOTO

apTpuTa;

HNmeth mpencraBiieHne 00 OCHOBHBIX KIMHUYECKHUX (popMax pPeBMATOMIHOTO

apTpuTa.

3uamo (a-l):
3HaTh COBpEMEHHOE MOJIOXKEHHE 00 0COObIX (hOpMax PEeBMATOUIHOTO apTPUTA
(cungpom Ctuna, cunapom dentn).
3HaTh OCHOBHBIE NPUYMHBI (HOPMHUPOBAHUS JECTPYKTUBHBIX H3MEHEHUN B
cycTaBax.
3HaTh COBPEMEHHOE MOJIOKEHHUE O CYCTaBaX «UCKIIIOUCHUSD.
3HaTh COBPEMEHHBIC TTOIXO/IBI K JUATHOCTUKE PEBMATOUTHOTO apTPHUTA.
3HaTh KIIMHAYECKYIO KapTUHY PEBMATOMIHOTO apTPUTA B 3aBUCHMOCTH OT €0
bopMBL.
3HaTh COBPEMCHHBIC MOAXOJbI K JICYCHUIO PEBMATOMIHOTO apTpUTa B
3aBUCUMOCTH OT €ro (DOPMBI.
3HaTh COBPEMEHHBIEC MOJIXO/bI K JIUarHOCTHKE cuHapoma CTuia W CUHApPOMA
denTwu.
3HaTh COBpEeMEHHbIE TpeboBaHus K JUDPEHIIMPOBAHHOMY  JICUCHUIO
CYCTaBHOM U CyCTaBHO-BUCLEPAIbHON (hOPMBI pEBMATOUAHOTO APTPUTA.
3HaTh KIMHUYECKYIO KapTHUHY BHUCIIEPUTOB M BAaCKYJIMTA, aCCOITMUPOBAHHBIX C
PEBMATOUTHBIM apTPUTOM.
3HaTh  PEHTICHOJOTUYECKHE TPU3HAKK  TMOPAKECHHS  CYCTaBOB  IIPH
PEBMATOUTHOM apTPUTE.
3HaTh OCHOBHBIC OCJIOKHECHHSI PEBMATOMTHOTO apTPHUTA.
3HaTh OCHOBHBIC KJIACCHl AHTHPEBMATHYCCKUX JICKAPCTBEHHBIX CPEICTB,
MOAUPUITUPYIOMINUX TEUCHHUE 3a00JICBAHMUS.
3HaTh COBPEMEHHOE TIOJIOKEHUE 0 JEHOMEHE «OTBETa» Ha JICYCHHE H METOAaxX

€ro BepI/ICI)I/IKaHI/II/I C UCIIOJIb30BAaHHUCM TPAJUIMHOHHBIX IIKAJI OICHKH.



- 3HaTh COBPEMEHHYIO CTpaTeTHIO OICHKA pHUCKAa HEOJIArompUsTHBIX
KIIMHAYECKUX UCXOJIOB y MAIIMEHTOB C PEBMATOUIHBIM apTPUTOM.

- 3HaTh OCHOBHbIEC MPHUHIUIIBI HEMEIUKAMEHTO3HOTO JICUEHUS] PEBMATOUTHOTO
apTpuTa.

- 3HaTh OCHOBHbBIC MPUHIUIIBI OKA3aHUSI OPTOMEANYECKONU MOMOIIHU OOJBHBIM C
PEBMATOUHBIM apTPUTOM.

- 3HaTh MeETOABI OIEHKUA 3(PPeKTHBHOCTH W OE30MACHOCTH TPU MPOBEIACHUHU
aHTUPEBMATUYECKON Tepanuu, MOAUGUIUPYIONIEH TeueHue 3a0oseBaHus, y
MalMEHTOB C PEBMATOUIHBIM apTPUTOM.

- 3Harb MeTonbl orleHKH 3¢ dekTuBHOCTU U 6e3omacHocTH HITBC y 60nbHBIX C
PEBMATOUTHBIM apTPUTOM.

- 3HaThb COBPEMEHHYIO CTpaTeruio MporpaMM peaduauTaluu OOJBHBIX C
PEBMATOUTHBIM apTPUTOM.

- 3HaTh OCHOBHBIE HANpPABJICHHS TEPBUYHON M BTOPUYHOU MNPOPUIAKTUKH
PEBMATOUIHOTO apTpUTa.

- 3HaTh OCOOEHHOCTH KIMHUYECKOTO TEUEHUs HOBEHWJIHHOIO PEBMATOWHOTO
apTpuTa.

- 3HaTh XapakTEPUCTHKYy OOJIEBOTO CHUHAPOMA, YTPEHHEH CKOBAHHOCTH,
UMMYHOJIOTHYECKYIO  XapaKTePUCTUKY TEUEHHUs, OIPEICICHHE CTENeHU
aKTUBHOCTH, PEHTTEeHOJIOTUYECKOM CTaJuu u GyHKIIHOHATBHOU

XapaKTEPUCTHKU PEBMATOUIHOTO apTPUTA.

Vmemo (a-11):

- OmnazeTh MeTOJaMU MpoOBeAcHUS TudPepeHIMaTIbHOr0 AMarHo3a, JCUeHUs 1
pOoUIAKTHKHA TYTOIOJIBMYKHOCTH M aHKHJIO3UPOBAHUS CYCTaBOB.

- Osmnagets MeToAamMu  mpoBeacHus aAuddepeHImaIbHOl  TUarHOCTUKHU
OCHOBHBIX (JOPM PEBMATOUIHOTO apTPUTA.

- OBnageTs METOJAMU TMPOBEICHUS JIOKAJIbHOM TEpanud y NalUEHTOB C

PEBMATOUIHBIM aPTPUTOM.



- OBnameTs HaBBIKAMH MPOBEACHUSA MpOrpaMM (pu3MUecKord peaduiIuTanuu
NALMEHTOB C PEBMATOUIHBIM apTPUTOM.

- OBnageTh METOJAMH OKa3aHUS HEOTIOKHON MOMOIIM MalMeHTaM ¢ 0COOBIMU
dbopMaMu peBMAaTOMIHOTO apTPHTA.

- OcBouTb METOJbl TMPOBEJICHUA PEAOMIMTALIMOHHBIX  MEpPOINPUSITUH Y

IMalMCHTOB C pCBMAaTONIHBIM APTPUTOM.

1. Lenu pazeumus nuunocmu (6ocnumamenvhule yenu):

JIeOHTOJIOTUYECKUE ACTIEKTHI MIPH paboTe Bpada ¢ OOJBHBIM PEBMATOUIHBIM
aptputoM. Ilcuxonornueckue npodiemMsl y OONbHBIX PEBMATOUIHBIM apTPUTOM H
poJIb Bpaya B KX IICUXOTEpPANEBTUYECKOM Koppekuuu. lIpaBoBble acrekTsl U
BOIIPOCHI MPO(ECCUOHATBHOM OTBETCTBEHHOCTH Bpaya B OINPEACICHHH TaKTHKU
JI€YEHUs, a TAK)KE€ BPEMEHHOM U CTOMKOM yTpaThl TPY10CIOCOOHOCTH MAIlUEHTA.

1V. Cooeporcanue 3anamus.

PeBmaTouIHBI ~ apTpUT -  XPOHHUYECKOE CHUCTEMHOE 3a0oJeBaHuE
COCIMHUTEIBHON TKaHU C IPOTrPECCUPYIOIIMM IOPAKEHHEM IPEUMYILIECTBEHHO
nepupepruueckux (CHHOBUAIBHBIX) CYCTaBOB IO THILY 3PO3UBHO-AECTPYKTUBHOIO
NOJINAPTPUTA.

ITHOJIOTHA. PesmaTonaHbii apTpUT ABJIAECTCA CJIEICTBUEM
MMMYHOIIATOJIOTUUECKUX HapyleHul (ayroarpeccun). OrmnpeneneHHas pojib B
pa3BUTHH 3a00JIEBaHUSI OTBOJUTCA BUPYCHOM HWH(QEKIMHU, OCOOEHHO BHpycam
renatuta C u OmmreiiHa-bappa, Kotopble JoKanu3ylTcs B B-numdouurax u
HapylalT CUHTE3 HMMMYHOIVIOOYJIMHOB, a TaK € BHUpycaM rematuta B wu
KpPacHyXH. MHorue MIPULEPKUBAIOTCS MH(DEKITMOHHO-aJUIEPTUIECKOM
ATUOJIOTHUYECKON Teopur. OTMEdYeHa pOJb HACIEACTBEHHOCTH B MPOHUCXOKICHUU
PA, 0 4eM CBHUIETENbCTBYET MOBBIIIEHNE YAaCTOTHI 3a00JI€BaHMs Y POJICTBEHHHUKOB
O0onpHBIX Uy Onm3HENoB. [Ipenpacnonararonum GakTOpoM SBISIETCS] XOJIOAHBIA U
BJIQKHBIM KJIMMAT.

IIaTorenes.



PA - 3a0oneBanue ayTOMMMYHHOW MpHupoabl. HeusBecTHBINM MEepBUYHBIM
aHTUreH (BUPYCHI, OaKTepuu, yibTpaduOIeTOBOE OOIyueHHUE, MEPEOXTAKICHHE)
BbI3bIBa€T UMMYHHOJEGUUIUT T-TUMGOIUTOB U MPUBOAUT K HEKOHTPOIHPYEMOMY
CHUHTE3y B-muMmdouutamMmu aHTUTET K CHHOBHAIBHOM OO0OJOYKE MOPAKEHHOTO
CycTaBa, KOTOpbIE MPEJICTABIAI0T cO00M MMMYHHOTIOOYIHHBI G, A, M (B 4acTHOCTH
moaudukanus IgG ssusercs peBMatonaHbM pakrtopoM (PD). Onu coequnsiores ¢
AHTUTEHOM B KOMIUIEKCHl aHTHUTE€H-aHTUTEN0, KOTOpbIe JMOO CaMOCTOSTEIHHO
MOBPEXIAI0T CHHOBUAIBHYIO 000JIOUKY CyCTaBa, MO0 B CUHOBHAIBHOU >KHJIKOCTU
nonsepraiotcst (arouutody. llocne mormomieHust GarorToM OHU AKTUBUPYIOT
JU30COMalIbHbIE (DEPMEHTBHI, pa3pyllaloIIre 000JI0YKYy ¢ara U TOCJIE BbIXOAA
HapyXy MOBPEKIAlOT CHHOBHAJIBHYIO TKaHb CyCTaBa, BbI3bIBasl HecHenU(pUIecKoe
BOCTiaJieHue. BcernencTBue TOBpeXIEHUS CHHOBHAIBHOM OO0OJOYKHM CycTaBa
00pa3yloTcsi OCKOJKUA O€IKOB, KOTOpPhIE OpPTraHM3M MallMeHTa BOCIHPUHUMAET Kak
yyxepoanble. K HUM BbIpabaThIBAIOTCS ayTOAHTUTENAa U 3aMBIKA€TCsl MOPOYHBIN
KpYT.

Ha cunoBHasibHO# 0005104Ke B pe3ysbTaTe HECHEUM(PUUECKOrO BOCHAICHUS
YBEJIMYUBACTCS KOJIMYECTBO JMM(MOUAHBIX KIETOK W HAYMHACTCS pa3pacTaHUe
rpaHyJsiIMMOHHOM TKaHM (maHHyc). OH HamoJyi3aeT Ha CyCTaBHbIE IMOBEPXHOCTU
CYCTaBOB, pa3pyllas XpAILIEBYI0 TKaHb C o0Opa3oBaHHEM Yy3yp, TpPELIUH U
CeKkBeCcTpoB. M3HyTpu maHHyC pa3BUBAaeTCA B KOCTHBIX KaHajgax W OTTyla
pa3pyliaeT cycTaBHOM Xpsul. B pe3ynabTaTe 3TOro Ha CyCTaBHBIX HMOBEPXHOCTSIX
BO3HUKAIOT YYaCTKH JIUIICHHbIE XpsmeBoi TkaHu. Ha »THUX OrosieHHBIX
MOBEPXHOCTAX TPOUCXOAWT JajbHEWIIee pa3pylieHHe Yxe KOCTHOW TKaHH,
IPOLECC MEPEXOJUT Ha CYCTaBHYIO CYMKY M CYXOXKWJIbHBIN ammapar, BbI3bIBas
aHKUJI03.

BHecycTaBHble mMOpaxeHHs] TMpU PEBMATOMIHOM apTPUTE MPEACTABISAIOT
coboif ouarn (UOPUHOAHOTO HEKPO3a, KOTOPbIE HAxOIAT B CEpAlle, JIETKuX,

noukax, neyenu, JKKT, B HEpBHOI cucTeME U COCYIUCTON CTEHKE.



Kpurtepun onpeaenenust creneH AKTUBHOCTH PEBMATOMIHOT0 AaPTPUTA

CTyneHb aKTUBHOCTH
IMoka3aTenu 0 1 2 3
Bonb B cycTaBax (B mokoe), cmMm 0 1-3 4-6 7-10
YTpeHHss1 CKOBaHHOCTD Her | Ha nporsxenun Ho 12 B Tteuenune
30-60MuH. 9JacoB TTHS
COD, mM/uac <15 16-30 31-45 >45
C-peakTuBHBIN 0ok, yci.en. (+)| <1 <2 <3 >3

KJIaCCH(l)HKa]_[HH PEBMATOUAHOIO apTpUTa, NpealokeHHasA Accounaunel‘i

peBmaTosi0roB Poccum (2001), npunsitas k paccmorpennio 111

HannonaasusiM Konrpeccom pesmartosioros Ykpaunsi (2001),

yTBep KACHHAs COIVIACUTEIbHON KoMmuccuen no kiaccupuxkanusam Pb (2002)

KOXH, cUHAPOM PeliHo
U T.J.)

- PeBmaTougHbie y3enku

- IonunenponaTus

- PeBmarounnas 00s1€3Hb
JIETKUX (aJ1bBEONHT,
PEBMATOUIHOE JIETKOE)

- Cunapom Dentu

- CepoHeraTuBHbIN

PEBMATOUIHBIN apTPUT

Kaunuxo-
Crenenb |Pentrenosior.cragusi| @yHKUMOHAJIbLHAS
HMMYHOJIOTHYecKasi .
aktuBHOCTH | (110 [ITeiiHOpOKEpY) AKTHBHOCTb
XapPaKTePUCTUKA
Cepono3uTuBHbBINM 0 -l - okomocyctaBHbIi|]l.BeinonHenue
PEBMATOUIHBIN APTPUT | PEMUCCHUSL | OCTEOTIOPO3 KU3HEHHO BaXKHBIX
- Ionuaptpur, 1-wmmkuit (Il - octeomopo3 +|MaHUmyISAIIUN
OJINTOOAPTPHT, 2 - CpeIHUI | Cy’)KEHHE CYCTaBHOM|OCYIIECTBIISIETCS
MOHOAPTPHUT 3 - BBICOKUH | mienu (MOTyT ObITh|0€3 3aTpyAHEHU
- PeBmaTouHbIi OJIMHOYHBIC y3ypbl) |2.0CyIIecTBIsIeTCS
BACKYJIUT Il - TO e +|c3arpyAHEHUIMHU.
(mTMTrUTANTBHBIN MHO>KECTBEHHEIE 3.0cymecTBiasercs
apTEpUUT, y3ypbl c IMOCTOPOHHEN
XPOHUYECKHUE SI3BBI IV - To ke + KOCTHBIE|TOMOIIIBIO.

AHKHNJIO3bI
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MOJIUAPTPUT;
OJIUTOAPTPHUT;
MOHOAPTPHT;
Cunapom Ctuna
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Kiaunuyeckas kapTuHa.

Y 70-80% OonpHBIX HAOIMIOJAETCS MPOAPOMAIBHBIM Tiepuoa. Hauamo
3a00JIeBaHUS MOXKET OBITh OCTPBIM, MOJOCTPHIM U XpOHHYECKUM. Yaie Bcero
oTMeYaeTcs mojocTpoe TeueHue. [Ipu3naku BocmajgeHus: HapacTaloT B TeueHue 1-2
HEJIETb.

Haunbonee panueri mnokanuzaruenr aptputa siBisiores I w I msctHo-
(danaHroBele M MPOKCHUMAJbHBIE MEX(alaHTOBBIE CYCTaBbl, HA BTOPOM MECTE —
KOJICHHBIE W JIy4€3allsICTHBIE CYCTaBbl, PEXE€ - JIOKTEBBIE U TOJICHOCTOITHBIE.
HexoTopble cycTaBpl IPakTHYECKH BCErJa OCTAIOTCSA HE3aTPOHYTBIMU - CYCTaBBI
UCKIIIOYEeHUS  (NIEpBbI  MACTHO-(QAJIaHTOBBIM  CyCTaB W MPOKCUMAJIbHBIN
Mex(}amaHTOBBIA CyCTaB MM3MHIIA, JUCTalIbHBIE MEX(aAIaHTOBbIE CYCTaBbI
KHCTEH).

[IpumepHo y 2/3 OOJBHBIX pPEBMATOUIHBIM apTPUT HAYUHACTCS C
CUMMETPUYHOTO OJIMTOAPTPUTA, YACTHIM CHUMITOMOM KOTOPOTO SBJISIETCS OOJIb.
XapakTepeH BOCHAIUTEIbHBIA PUTM - YCUJIEHHE 00JIei BO BTOPOU MOJOBUHE HOYHU
U B YTPEHHHUE Yachl, K Beuepy oHU ociadeBaroT. CycTaBbl YBEIUUYEHBI B pa3Mepax,
UX KOHTYpBI CIJIaXEHbl. DTO MPOUCXOIUT BCIEACTBHE OOpa30BaHMS BBIIIOTA B
CyCTaBHOM Karcyjie, WHOTJa ompeaensercs cuMmnroM Quokryaruu. [lpu
JBIDKEHUAX HAOMIOMACTCS KpenmuTalusl. XapaKTepHBIM SIBJISETCS TOBBIIMICHUE
TEMIIEPATYPBI KOKH HaJ MOPAKEHHBIM CYCTaBOM, MHOT/IA 3TO ONPENEIISIETCS IIyTEM
najplallid M TOYTH BCErJa MNpu NOMOINM TemioBuieHus. [lpu mnanpnanuu
onpenensieTcs: pe3kas 00JIe3HEHHOCTb, 00JIb YETKO OMNpEeAeNsieTcsl HajJ CyCTaBHOMN
HIEJIbIO TI0 KPasiM CYCTaBHOM KarcCyJbl, 8 TAKXKE B 00JIACTU CyXOKWJIMIA U CBSI30K.

OnHuM U3 camMblX MATOTHOMOHWUYHBIX CHUMIITOMOB SIBJIIETCSI CHMIITOM
YTPEHHEN CKOBAaHHOCTH, BCcTpeuaromeincs B 93% ciyyaeB. bosibHbIE HUCTIBITHIBAIOT
TPYAHOCTH TIPU MOJHATHU PYK BBEPX, CXKATUM MAJbLEB B KyJaK (CHHIPOM TYIHX
NepyaTokK), MOBOPOTE M HAKIOHAaX TyJOBHUIIA (CUHAPOM KOpceTa), MpHu
MIPUYECHIBAHUH, BCTABAHUM C NOCTENW. UeM JoJibllle IIIUTCA CKOBAHHOCTb, TEM

CHUJIBHCC BbIPAXKXCHA aKTHUBHOCTD IIPOLCCCaA.



ApPTpUTHI COMPOBOXKAAIOTCS CyO(PeOpUIbHON TeMIepaTypol U YCKOpPEHHEM
COD. B mepuonm pa3BepHyTOH KapTWHBI 00je3HU (CycTaBHOW  (POpPMBI
PEBMATOMIHOTO apTpHUTa) OOJBHBIX OCCIIOKOMT O00Ias ciabocTh, amnatws,
yxyamieane cHa. HaOmromaeTcs moxynmanue, ctoikuii cyodeOpmmmrer. Ha 3ToM
¢boHE BO3HUKAET TUIMYHOE JUIsl PEBMATOMJHOTO apTpUTa MOPaKEHHE CYCTaBOB.
BcenenctBue pasButus npoiaudepaTUBHBIX MPOLIECCOB, CYCTaBbl YTOJIIAIOTCS, 3TO
COIIPOBOXKIAETCS CTOMKOMU, IIJIOTHOM, pYKUHALEN MIPUILYXJIOCTHIO
NepUapTUKYJISIPHBIX TKaHEH, KoTopas 00yclaBiIuBaeT JeUrypainio MOpaKEHHBIX
CyCTaBOB, B IEPBYIO OYEpPEIb MEJIKHUX CYCTaBOB KUCTEH M CTOII, 3aT€M CyCTaBOB
3aIsICThsl, Jy4YE€3alsICTHBIX, KOJIEHHBIX M JIOKTEBbIX. IlneueBble, Ta3zoOeapeHHbIE
CYCTaBBbl M CyCTaBbl IIO3BOHOYHMKA MTOPAYKAIOTCS PENKO M, KaK IIPaBUIIO, B ITO3HEN
CTa/IUH.

Brlimieonucanspie MpoLecchl B CYCTaBHBIX TKaHSAX MPUBOJAT K BBIPAKEHHOU
nedopMalui CycTaBOB, BOSHUKHOBEHHUIO MOJBBIBUXOB U MBIIIEYHBIX KOHTPAKTYD,
OCOOEHHO TaNlbIEB KUCTEH, JOKTEBBIX M KOJEHHBIX CycTaBOB. OIIHOBPEMEHHO C
3TUM pa3BHUBaeTCs arpodus OaM3IekKaMX MBI (OCOOEHHO BbIIIE MOPAKEHHOTO
cyctaBa). CycTaBHOU MpPOIIECC HOCUT HEYKIIOHHO MPOTPECCUPYIOIIUMA XapakTep.
[Tpu xaxx10M ouepeTHOM 0OOCTPEHUN MTOPAKAIOTCS BCE HOBBIE U HOBBIE CYCTaBbl, B
CBSI3U C 3TUM OJHM CyCTaBbl HaXonATcs B Oosiee paHHEH, Ipyrue B Oosee mo3aHen
CTaJAuM Tpolecca JAEeCTpyKUMU. JIBMKEHUS B HHUX CTAHOBATCA Bce OoJiee
OTPAaHUYEHHBIMU U B TEPMUHAJIBHON CTAaUU PA3BUBAIOTCSA AHKUJIO3bI.

[lopaskeHHsI pa3IUYHBIX CYCTaBOB MMEIOT OCOOEHHOCTH: BCJEACTBUE
YTOJIIEHHUST MeX(aTaHTOBBIX CYCTaBOB, MaJIbllbl MPUOOPETAIOT BEPETEHOOOPA3HYIO
dbopmy, IpH TPOrpEeCCHPOBAHUM 3a00JICBaHUS BO3HHUKAET "yibHapHas JeBUAINS"
KHCTH - OTKJIOHEHHE BCEX MaJbIEB B CTOPOHY JIOKTEBOM KOCTU (K MHU3HUHILY), NpU
ATOM KHUCTh TpuoOperaer dopmy '"maaBHHKA MOpKa'; xapakTepHa Aedopmarus B
Bujie "men nebens’ - crudaTenbHass KOHTPAKTypa B MSICTHO-(aIaHTOBBIX CyCTaBax;
B BUJie "OyTOoHbEpKHU" U Jp. Bhllieyka3zanHble neopMaluu sSBISIOTCS CIECICTBUEM
paspylleHHus CYCTaBHBIX TIOBEPXHOCTEH CYyCTaBOB, MBIIIEUYHBIX aTpoduil u

MOpaXEHUsI CYXOXKWJIUM, KOTOphIe "pacTacKuBaroT" majblieBble (ajlaHTud B pa3HbIC
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ctoponsl. [lopaxkeHue cycTaBOB 3aIsiCTbsi NPUBOAMUT K MX CIHUSHUIO B KOCTHBIN
0JIOK, KOTOpbI PaBHOCKJIEH aHKIJIO3Y.

Konennsie cycraBpl MOpaXkalOTCs YacTo W yKe B Je0iore Oo0Jie3HH.
Xapakrepuzyercs  OOMJIBHBIM  BBIIIOTOM W BOCHAJIMTEIBHBIM  OTEKOM
MEPUAPTUKYJSIPHBIX TKaHeW. [Ipy mnanpnanuu B TMOJAKOJEHHOW SIMKE MOHO
BBISIBUTh CHHOBHAJIbHOE BBIIAYMBaHME - "kucTa belikepa", mpu ocnabieHuu
BHYTPHUCYCTAaBHBIX CBSI30K OINPEEACTCS CUMIITOM "BBIIBUKHOTO SIIUKA".

BHecycraBHble MpOSIBICHUSA: W3MEHEHHS] KOXHU (IPOSABISIIOTCS B €€
OJIEIHOCTHU, SIPKO PO30BOM OKpacke JaJOHEH, CYXOCTH, HCTOHUYECHHOCTH),
MOJIKOKHBIE PEBMATOUIHBIE Y3€JIKU - OJHO U3 CAMBIX XapaKTEPHBIX BHECYCTaBHBIX
NPOSIBICHUI PEBMATOMIHOIO apTpUTa - MPEACTaBISAIOT COOOM COETUHUTENBHO-
TKaHHbIE 0OpPa30BaHUS BEJIMYMHOW OT TOpPOIIMHBI 10 opexa. [lpm mnanmenanuu
0e3001e3HeHHBl U TOJBHUKHBL. OOpa3yroTcsi BOJIM3U JIOKTS, Ha MEX(aJaHTOBBIX
CycTaBax, peKe Ha KOJIeHsX. Hame Bcero ux 2-3, OHM HUKOTJa HE BOCHAJSIOTCS U
MOTYT HCUY€3HYTb B TNI€PHOJl PEMHCCHM WM TMOCJe Kypca JIeYeHUs
KopTukocTtepougamu. llosSBIAIOTCS BHE3aHO U SBJSIOTCS HEOIAronpUsTHBIM
IMPOTHOCTHYECKUM TpHu3HakoM. JIluMdoaneHonatuss - SBISETCA XapaKTEPHBIM
CUMIITOMOM PpPEBMAaTOMIHOIO AapTpPUTa, YacTO COYETAETCS C YBEIUYEHUEM
CEJIE3EHKH.

PeBMaTonHbIN apTpUT ¢ BUCLEPATIBLHBIMU NPOSBICHUSMH BCTpedyaercs B 12-
13% cny4aes.

PeBMaronaHbi apTpuUT € TCEBAOCENTHUYECKMM CHHIPOMOM - CaMbId
TSDKEJIBIA BapHaHT KJIMHUYECKOro TedeHus Ooje3Hu. Hawano octpoe, cycTaBHOM
CHUHJIPOM BBIpAXKEH 3HAYUTENILHO C OBICTPHIM BOBJIEYEHHEM B MpOIECcC XpsAUIlel u
KOCTEH. DTO CONMPOBOXKIAETCA BBICOKOM JIMXOPAJKOW TIEKTUYECKOro THIa C
O03HO0AaMH M TPOJMBHBIMU MOTaMH, IOXYAAHHEM, aHEMHUEH, BUCILEpUTAMU U
BackynuToM. boine3nnr ObicTpo mporpeccupyer. Y 50% OOTBHBIX TOpaKEeHUE
BHYTPEHHUX OpPTaHOB CTAHOBHUTCS BEAYUIUM B KIMHUYECKON KapTHHE, a SIBJICHUS

apTpuTa Kak Obl OTCTYIAIOT HAa BTOPO# miaH. Bece mabopaTopHbie TECTHI YKa3bIBAIOT
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HAa HAWBBICUIYIO CTEMEHb AaKTUBHOCTH. B KpoBuM dacTo 0OHapy>KuMBaeTcs
peBMATOUIHBIN (HAKTOP.

Cunapom @Pentu - [ HETO XapaKTEPHBbI IOJUAPTPUT, YBEIUYCHHUE
CEJIE3CHKH 1 TUM(PATHUECKUX Y3JIOB, ICHKONICHHUS.

FOBeHWIbHBIM PEBMATOUIHBIA APTPUT SIBISIETCS OTIAEIBHOM KIMHUYECKOU
dbopmoii. BcTpeuaercss wamie y neBo4Yek B 6 JIETHEM BO3pacTe, OTIUYAETCS OT
PEBMATOUAHOTO apTpUTa B3POCIBIX OOJiE€e YaCTBIM HAYajJOM M TEYEHHEM IO THUITY
MOHO-OJIMTOAPTPUTAa €  TOPAKEHUEM  KPYMHBIX  CYCTaBOB  (KOJICHHBIX,
Ta300€JPEHHBIX, CYCTABOB MMO3BOHOYHMKA), YACTHIM MOPAKEHUEM IJ1a3, HATUUYUEM
KOXHBIX  BBICBIIAHUW B  BUJE  3PUTEMOTO3HO-MAKYJIE3HOTO  J€pMaTHTa,
CEepOHETaTUBHOCTHIO, 00JIee OJArONPUSITHBIM IPOTHO30M.

JAnarnocruyeckue kpurepuu PA

AMepukaHcKas KoJulerus peBmaroioroB B 1987 r. pazpaborana
KJaccupukauuoHusle Kpurepuu PA, kotopeiMu Oosee 20 J€T MONb30BAINUCH
peBmaTosiord Bcero Mupa. OHM BKIIOYQJIM YTPEHHIOIO CKOBAaHHOCTh >1 daca B
TeueHue 6 Helelb, MPUITYXJIOCTh HE MEHee 3 CYCTaBOB JUIMTEIbHOCTBIO Oosee 6
HEJeNb, AapTPUTHl  JIY4YE€3alsSICTHBIX, MACTHO-()AJAHTOBBIX, MPOKCUMAJIbHBIX
MeX(alaHTOBBIX CYCTaBOB, CHMMETPUUYHOCTh apTPUTOB, HAIMYUE PEBMATOMIHBIX
y3eiKk0oB, P®, TUNWYHYHO  KapTUHY  PEHTITEHOJIOTUYECKHX  W3MEHEHUU
(OKOJIOCYCTaBHOM OCTEOMOpPO3, KHCTOBHUJIHBIE HW3MEHEHMS, 3PO3UHM CYCTAaBHBIX
noBepxHocTei). OAHAKO 3TH JAMAarHOCTUYECKUE KPUTEPUM HE MOAXOIAT IpHU
panHeM PA. B 2000 r. eBpomeiicKUMH peBMAaToioraMud ObUIM MPEAJIOKEHBI
KpUTEPHUH, TIOMOTAIOIINE BpayaM OOLIeil MPaKTUKKU 3aroA03puth PA 1 HanpaBuTh
NaleHTa Ha KOHCYJIbTALIMIO K PEBMATOJIOTY IJs JAajbpHeiield Bepudukauuu
nuartHoza. CoriacHO 3THX KpUTEpPUEB, Y NAalMEHTa JAO0JDKHBI ObITh OoJee 3
BOCTAJICHHBIX (TIPHUITYXIIINX) CYCTaBOB, MOJIOKUTEIBHBIA TECT (00JIb) MOTIEPEUHOTO
CKaTHsl KHUCTH/CTOTBI, YTpeHHsAs CckoBaHHOCTh >30 wmwunHyT. [locnemyromue
kiaccudukanmonusie  kputepun PA, pa3paOoTaHHble  €BpONEHCKUMHU U
amepukanckumu pesmatosioramu (kputepun ACR/EULAR 2010 r.), B oCHOBHOM

HampaBJICHbI HA PAHHIOIO TUAIrHOCTHUKY PA TP HAJIMYKUH aKTHUBHOI'O BOCIIAJICHUA B
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CycTaBax, MOBBIIMIEHHBIX Moka3zareneil COD u ocTpoda3oBbIX OETKOB C y4ETOM
HEOMaronpusITHBIX (PaKTOpoB MporHosa. s MOCTAHOBKH JOMAarHo3a MO 3TUM
KpUTEpHUSIM y MaleHTa J0KHO omnpenesThes 6 6amioB u3 10 BO3MOXKHBIX, NpU
TOM Bpay JOJDKEH BBIABUTH Y OOJBHOTO XOTS Obl 1 MpUIyXIIUil CycTaB IpH
UCKIIIOUEHUHU  JIpyrux  3a0ojieBaHUM, KOTOpbIE MOTYT  CONPOBOXKIATHCS
BOCIIAJICHUEM CYCTaBOB (CHUCTEMHasi KpacHas BOJIYaHKa, TCOPUATUYECKUH,
peakTuBHBINA apTput u np.). Knaccupukannonnsie kpurepun PA ACR/EULAR
2010 r.:

* KIIMHAYECKHE TTPU3HAKH (TIPUITYXJIOCTh U/UIH 00JIE3HEHHOCTh CYCTaBOB) —
MaKCUMAaJIbHO 5 0aJioB:

— 1 xkpynHbIii cycTaB — 0 6aios;

— 2—10 KpynHBIX CycTaBOB — | Oam;

— 1-3 menkux cycraBa — 2 6ania;

— 4—10 Menkux cycTaBoB — 3 Oasa;

—>10 cyctaBoB (x0Ts Obl 1 MenKHiil) — 5 OAIIOB;

* uMMyHoJiornueckue mokaszarenu (P®, anTuTena K NHUKIMYECKOMY
HUTPYJUIMHUPOBaHHOMY nentuay — antu-L{IIT) — makcumanbno 3 Gasna:

— HE BBIsBICHBI — O 0aJIJIOB;

— CJIa00MOI0KUTENBHBIE — 2 0aa;

— PE3KO MOJIOXKUTENbHBIE (>3 HOpM) — 3 Oaa.

» noka3zarenu Bocnasienus (CO3, CPb), makumansho 1 6amr:

— HOpMaJibHBIE 3HaueHus — 0 6aioB;

— noBeimeHne COD nnu CPb — 1 6ann;

* ITTUTENHHOCTh CHHOBUTA — MaKCUMaJIbHO 1 Oasut:

— MeHee 6 Hex — 0 0ayIoB;

— Oonee 6 Hen — 1 Oam.

[Tpu 3TOM B Ka4eCTBE CYCTABOB UCKJIIOUYEHUS] PACCMATPUBAIOTCS
TUCTalIbHBIE MeX(aTaHToBbIe, |- MSCTHO-3aMsACTHBINA U 1-i TUTFOCHE-

(dbasaHTOBBIN.
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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

D-nennnmimmHaMuH KOCTUMYJISIIUM, UHrHOupyromue T-
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KJICTOYHYIO aKTHBAIMIO IMTOCPEICTBOM
cesaspBanuss ¢ CD 80 uw CD 86

(Abararenr)
[Ipenapater  3o0mota  (aypanodwus, | Purykcumad (mabtepa), amanmmymad
aypoTHOMaJIar) (xymupa)
AMHMHOXUHOJIMHBI (xopoxuH,
TIJTAKBEHMIT)

[Ipu TsxenomM, TopnuaHoM TedeHuu PA, mpu cycTaBHO-BUCLEpaTbHOU
dbopme, MCEeBAOCENTUYECKOM CHUHAPOME, JIYUIIUM METOJOM Oa3uCHOM Tepanuu
ABJISIIOTCST UMMYHOJCTIPECCAHThI: aHTUMETA00IUThl (METOTpEKCaT, a3aTUOIPHUH)
160 ajIKuIupyroue cpeacTna (nukinodochamu, aeiikepan).

I[Ipu PA, mpotekaromemM ¢ BBICOKOWM aKTUBHOCTBIO, BHUCLUEPUTAMU U
BBIPDAKEHHBIM BacCKyJIUTOM, MCIOJb3YyeTCd TMyJibc-Tepanusi mno cxeme: | T
MeTUJIpeHn300Ha B/B 3 nHs + 1 T nukinodocdana oqHOKpaTHO.

K kceHOOMOTHYECKMM cpeacTBaM OTHOcAT JseduyHamun (apaBa) u D-
NEHUIIUIAMUH (KyTIPEeHHII).

HeoOxoaumMo0 NOMHHUTH O TOM, YTO BO3MOXHOCTH KCEHOOMOTHYECKHX
DMARD (Takux Kak MeTOTpekcar, cyib(acaiasut, jJedayHaMua) B OTHOIICHUH
KOHTPOJISI 3a MPOTPECCUPOBAHUEM JIOKAJIBHBIX MOP(OIOrHUEeCKUX H3MEHEHU,
YIIYYIIEHHUS] KIMHUYECKOr0 U (PYHKIIMOHAJIIBHOIO CTaTyca manueHToB ¢ PA moryt
ObITh  CYIIECTBEHHBIM  O0pa3oM  OrpaHUYEHbl HE  TOJBKO  BCIEACTBHE
PEATUBYIOIIEHCS TOKCUYHOCTH, IUIOXOW IIEPEHOCHMOCTH M BBICOKOM YaCTOTHI
OTKa30B OT JICYeHUs, HO U (HOpMHUpOBaHUS (EHOMEHA «yCKalb3bIBaHUA dPHEeKTar
(escape  phenomenon), a TakkKe MPEICYIIECTBYIOIIEH  (MHUIIMAIBHON)
TOJIEPAHTHOCTH K MOHOTEPAIIUU UM KOMOMHAIIMH JIEKAPCTBEHHBIX CPeACTB. B 3T0i
CBA3M OONbIIME OXHAAHUS ObUIM CBA3aHbl C BHEIPEHUEM B KIMHUYECKYIO
MPaKTUKy TaKk Ha3piBaeMbIXx Owuosnormdeckux DMARD, kotopeie, Kak
MPEANnoarajoch, CIOCOOHbBI OKa3bIBaTh HEMOCPEACTBEHHOE 3(P(HEKTOPHOE BIUSHUE
B OTHOIIIEHUU KPUTUYECKUX PErYJATOPHBIX MEXAHH3MOB, B 3HAUUTEIBHON Mepe

OnmocCpeAyrOmHnuX HEAOCTATOYHYIO KIIMHUYCCKYIO PC3YJIbTATUBHOCTD TPAIUIIMOHHBIX

DMARD.
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B Hacrosimee Bpemsl B KIMHUYECKON NPAKTUKE MCIIONb3YIOTCS aHTarOHUCTHI
®HO-anpda (dTamepuent, aganumymad, udaukcumad), antaronuctsl WMJI-1
pelenTopoB (aHakWHpa), a TaKXKE CEJIEKTUBHBIE MOJIYJATOPHl KOCTUMYIISIINH,
UHruoupyronme T-KIeTOUHYI0 aKTHBALMIO MOCpencTBOM cBsaA3biBaHUSA ¢ CD 80 u
CD 86 (AbaranenTt). Yaiie Bcero 3Ty Ipenaparhl UCIOIb3YIOTCS B COYETAHUH C
KCEHOOMOTHYECKUMHU  JICKAPCTBEHHBIMH  CpPEJICTBAMH, B  OCHOBHOM  C
METOTPEKCAaTOM, YTO TIO3BOJIIET TOBBICUTH J(PPEKTUBHOCTH JICUCHHUS U
PEIOTBPATUTh BOSHUKHOBEHUE TOJIEPAHTHOCTH. [Ip1 3TOM OCHOBHBIM MOKa3aHUEM
K Ha3HAYeHMsI OMOJIOTHYECKH aKTUBHBIX JIEKAPCTBEHHBIX CPEACTB SIBIISICTCS HU3Kas
3¢ ()EKTUBHOCTD WM TOJIEPAHTHOCTh K KCEHOOMOTHYECKUM IMTpenapaTam.

B uenom, myis OMONOTUYECKHX TPEMApaTOB XapaKTEPHBbI BHIPAKEHHBIN
KIIMHAYECKUA 3(QQPEeKT MU JOCTOBEPHO JOKa3aHHOE TOPMOXKEHHE JECTPYKLUHU
cycTaBoB. B TO ke BpeMs 0COOEHHOCTBIO I'PYHIbI SIBISETCA ObICTpoe (HEpEAKO B
TEUEHHE HECKOJBbKUX JHEW) pa3BUTHE SPKOTrO YIYYIIEHUS, 4TO OOBEAUHSET
OMOJIOTMYECKYIO TEpamui0 € METOJaMH HMHTEHCHBHOW Tepanmuu. XapaKTEepHOU
yepTol OHOJIOTMYECKUX TpenapaToB sBIAETCA MOTEHIMpoBaHUE HPdekra B
COUETAaHUU C KCEHOOWJTUYECKUMHU JIEKAPCTBEHHBIMU CPEACTBAMHU, B IEPBYIO
ouepeb ¢ MeToTpekcaTtoM. B cBs3u ¢ BbICOKOM 3¢ dekTuBHOCTHIO TIpu PA, B TOM
YuCclie Y PE3UCTEHTHBIX K OOBIYHOM Tepanuu MalMeHTOB, B HACTOSIEE BpeMs
OunoJornyeckas Tepanus BbIIBUHYJIACh HA BTOPOE MO 3HAUUMOCTH MECTO B JICUEHUU
TOro 3abosieBaHus. B TO ke Bpemsi Ouonoruueckue mpenaparbl OTIUYAIOTCS
BECHbMA BBICOKOM CTOUMOCTBHIO, 3aCTaBJISIIOIIECH IIPUBJICKATh
(apMaKOPKOHOMUYECKME MEXaHU3Mbl [Jii OOOCHOBAHMS LEIECO00pPa3HOCTH HX
MPUMEHEHUsI Ha OCHOBAHWM aHAJM3a COOTHOIIEHUsS 3aTpaThl/APGHeKTUBHOCTH. Mx
HAa3HAUYEHHUE  OIrPAaHMYUBACTCA CTPOrO  ONpEACNSIEMbIMH  IOKA3aHUSAMU U
MPOTUBOIIOKA3aHUSAMHU, a Takke TpeOyeT TIIATEIbHOTO MOHUTOPUPOBAHUS
() PEKTUBHOCTH ¥ IEPESHOCUMOCTH B X0JI€ Teparuy OMOJOTHUYCCKUMH areHTaMH, a
TaKXKe Tocie ee OKOHuYaHus. [lpu Ha3HayeHuW Tepanuu OHOJOTUYECKUMHU

npenaparamMu OOJIBIIIOE 3HAYEHUE MMEET YAEep)KaHue IuTenbHocTH d(ddekrta, a

20



TaKK€  CBOEBPEMEHHOE  HAa3HAYeHHE  Tepamuu A MaKCHUMaJbHOTO
IpeIyNpexKIeHUs CTPYKTYPHOTO pa3pylIieHUs: CyCTaBOB U MHBAJIMIU3ALIUY.

K mHacrtosimemy BpeMeHM caMblii OOJBIIONW ONBIT HAKOIUIEH IMpHU
UCIIOJIb30BAaHUU TIPENapaToB, AEHCTBHE KOTOPHIX HANpPaBIEHO Ha OJOKHpPOBaHHUE
®OHO-anbpa — OFHOTO U3 KIIOYEBBIX MPOBOCHATIUTENBHBIX IUTOKUHOB,
yuacTByomux B naroruese PA. Ogaum u3 nepseix antu-OHO-anbda npemnaparos,
3aperucTpupoBaHHbIX B Poccuu, Obut nHGIMKCHMA0 (peMHKET), KOTOPBIN JOKa3all
cBOI0 3G (}EKTUBHOCTh Kak IpU paHHEW, TaKk W B pa3BepHyToll cramuu PA.
Haznagatot ero Ha one Tepanuu MeToTpekcaToM wiu juedaynomuaom. [Ipenapar
BBOJISIT B BHJIC BHYTPUBEHHBIX HH(PY3UI MEIJICHHO B 7103¢ 3 MT Ha | KT Macchl Tea.
[Tpu HemoctatouHoM 3(pdeKTe BO3ZMOKHO yBEIMUEHHE A03bl A0 5 Mr/kr. Cxema
JIEYCHUST peMUKeIoM: BBeaeHue Ha 0-i1, 2-i, 6-1 Henelne, 3aTeM — KaxIbple 8 HeJl.
O¢ddexr HacTymaer OBICTPO, MPAKTUYECKH CO 2-i WMHEOY3UM, YTO MPOSBISETCS
YMEHBIIICHUEM YHCIIa BOCMAJICHHBIX U OOJIE3HEHHBIX CYCTAaBOB, COKpAIllEHHEM
JUINTEIHHOCTH W BBIPAKEHHOCTH YTPEHHEH CKOBAHHOCTH BIUIOTH [0 €€
MCYE3HOBEHHUS; 3TO KOPPEIUPYET CO CHM)KEHHMEM IOKaszareied BOCHAIUTEIbHOU
aktuBHoctn — COD, CPbL. Ilpm 3TOM HAaCTymaer perpeccusi BHECYCTAaBHBIX
MPOSIBJIICHUM OO0JIE3HU, B TOM YHCIIE TAKUX KaK BacKyJuT. Tepamusi peMHKEH0M
TOPMO3UT JECTPYKTUBHBIM TPOIlECC B CyCTaBax JaXke IOClie MpeKpalieHUs
BBeJeHUS] Tmpemnapara. l[lpy Ha3HAYeHMH pEMHKEia TPOBOAIT TIHIATEIHHOE
oOcreioBaHMe MAIMEHTA JJIsl BBISABICHUS TyOepKyle3a (peHTreHorpadus JETrKux,
peakiusi MaHTy, TpHU TIOJOXKUTEIBHON peakiuu o00s3aTeNbHa KOHCYJIbTAIHS
dbTu3naTpa — 115 yTOYHEHHUs HEOOXOAMMOCTH TIPOBEJCHHS IPEBEHTUBHON TEpanuu
MPOTUBOTYOEPKYJIE3HBIMU TpernapaTamu). [IpoTuBonokazanvem st Ha3HAYEHUS
pemukeiina ABJISFOTCS HaJIu4ue T000i uHpexuuu, 0COOEHHO
ONIMOPTYHUCTUYECKOM, a TakkKe cepJieuHas HeIOCTaTOYHOCTh, OEPEeMEHHOCTbD,
nakrtanus. [Ipu BBeIeHUN peMUKelila BO3SMOXKHO pa3BUTHE HH(PY3UOHHOM PEaKITnH,
KOTOPYIO MOXKHO MPEAYyNPEIuTh MpeMeIuKauel TaoKkokopTukongamu. Co3aaHsl
u npyrue unaruouropsl ®HO-anpda. Tak, amamumymad (Xymupa) mpeicTaBisieT

co0Oll uUenoBeYeCKME PEKOMOMHAHTHbIE MOHOKJIOHaJbHblEe aHTHUTena. llpemapar
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BBOJISIT MOJKOXKHO Kaxable 2 Heaenu no 40 mr. C KaXJapIM roJoM CO3Jal0TCs U
BHEJPSAIOTCS B MpakTuKy HOBbIe aHTU-DHO-anbda nmpemnapaTtsl.

JIpyruM Ba)XXHbIM MPOBOCHAIUTEIBHBIM [TUTOKWUHOM, YYacCTBYIOIIMM B
naroreHeze PA, sBusiercs WMJI-6, BbI3bIBaOMIMI pa3BUTHE OOMICKIMHUYECKUX
CUHIPOMOB: JIUXOPAJKW, AaHEMHUH, aMUJIOWA03a, ocreonoposa. IIpemaparom,
onokupyromum NJI-6, aBusercss Touuauzymad, KOTOpPbhI BBOJSAT BHYTPUBEHHO B
no3e 8 Mr/kr exemecsyHo. [Ipemapar MOXET HCIOIL30BATHCS HE TOJBKO B
COueTaHMU C O0a3UCHBIMU KCEHOOMOTMKaMH, HO W B BHJE MOHOTEpPAIHH.
[IpenmouTuTeNbHO TNPUMEHEHHE TOIMIM3yMaba TMpH HaJIMYUU  CHCTEMHBIX
nposiiennii  PA.  WMJI-1-6nokupyronuM — mpemapatoM — SIBISIETCS  aHAKUHPA,
Ha3HauYaeMbI MOAKOXXHO B jgo3e 100 Mr/cyr B BHjJE€ MOHOTEpanuu WM B
KOMOMHAIlMK C METOTPEKCAaTOM. AKTHBamuio0 T-KJIE€TOYHOTO HWMMYHHUTETa
onokupyet abararent. Pekomeniemblie 10361 npenapara — 750 mr (Macca Temna <60
kr) u 1000 mr (macca tena >60 kr). [Ipenapat BBoasAT BHyTpuBEeHHO Ha 0-i, 2-i U
4-i1 Henene, 3aTeM €XKEMECIYHO B KOMOMHAIIMHM ¢ KCEHOOMOTHKaMU. B martorenese
PA BaxxHO€ MecTO OTBOIUTCS B-KileTouHOU perynanuu, 1eQeKT KOTOPOH IPUBOIUT
K TUIepnpoAyKuuu ayroanturen. llepBeii anTu-B-kinerounslii mnpemapar —
putykcumMab (mabrtepa), kotopeii ¢ 1997 r. wucnomab3yercs A JICYCHUS
Hexo/KKUHCKUX JmuMpom. C 2006 1. mpemapar paspemieH ans jedeHus: PA.
KpatHocTs BBeneHus npemnapata — 2 ua@y3uu no 1000 Mr ¢ uaTEpBanoM 2 HEAENH,
JUIUTENIbHOCTE 3 dekta (>6 Mec) odeHb yAoOHa uisi ManueHToB. D¢dexT
HACTyMaeT IOCTaTOYHO OBICTPO.

Haubonee aktyanpHas uHdoOpManus Mo MOBOJY BeaeHHUs OoibHbIX PA Ha
OCHOBE  MHCIOJb30BaHUS ~ CHHTETHYECKMX M OHOJIOTMUYECKUX  0OJie3Hb
MOAM(PUIMPYIOIINX IIpenapaToB npeacTasieHa B pekomennauuax EULAR 2016 1.

Touky npuiIoKeHUs NI OMO0JTOTHYEeCKH AKTHBHBIX JIEKAPCTBEHHBIX

CpPeaCTB, HCIOJIb3YIOLIMXCH B JeyeHnu PA
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AlMNK — aHTureHnpesedTUpyowan kKnetka, W — vutepnekmH, THOo — dak-
TOp HeKpoaa onyxony o, TM-KCD — rpadynouuTapHo-makpodarans-HsIA
KONoHWeCTUMYNMpYHWWA dakTop, RF — peemaTonaHeld drakTop, adTymlU LI —
AHTUTENA K UMKNUYECKOMY UHWTRYNNMPOBAHHOMY NENTHOY.

JlokanpHas  TepamusA:  BHYTPUCYCTAaBHOE  BBEACHHE THMIAPOKOPTHU30HA,
yIbpTpa3ByK, ¥ BU, mapaduH, 030KEpHUT, XUPYPTUUECKOE JICUCHNE - CHHOBIKTOMHUS,
panoHOBble BaHHbL. OTAENBPHOE MECTO B peadWIMTalMM NalueHToB ¢ PA
npuHaexuT JIOK 1 opronennuecknM ONnepaTuBHBIM BMEIIATEIbCTBAM.

Kpurtepun 1o0cTuskeHusi peMHCCUH

B 2011 r. omyOnuKoBaHbl KpPUTEPUHU, MO KOTOPHIM MOXHO CUMTATh, YTO
pemuccus PA nocturnyra, ecnu:

* YUCJIO MPUITYXIIUX CYCTaBOB <1;

* 4yucao 00JIE3HEHHBIX CYyCTaBOB <1;

* ypoBenb CPb <1 mr/nm;

* 0011231 OlIEHKA 3710pOBbs <1;

* IPOCTOM MHJEKC akTUBHOCTHU OoJie3nu (SDAI) — ne Gosee 3.

ToJIBKO IpU OTCYTCTBMM BOCIIAJICHHBIX CYCTaBOB MOXXHO PacCUUTBHIBATH Ha
MPEAYNPEKICHUE NECTPYKTUBHOTO MpOLECCa B CyCTaBax M Pa3BUTUS OPTraHHOU

IIaToOJIOTHH.
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Crnenyer oTMeTUTh, 94TO A((PEKTUBHOCTH MPOBOAUMON Oa3WCHOU Teparvu
PA ouenmBaercs Ha ocHOBe KkputepueB ACR (AMepHKaHCKOTO KOJUIeKa
PEBMATOJIOTOB), a TakKe II0 CpEAHEMY CHIDKCHHIO oleHkd 1mo DAS 28,
kateropussim orBera Ha Tepanmio EULAR (EBpomneiickas nura mo OopwrOe ¢
pesmatuzMoM), CDAI (knmuHU4YeCKHil MHIACKC aKTHMBHOCTH 3aboseBanms), SDAI
(YmpoIieHHbIN WHJIEKC aKTUBHOCTU 3a0o0sieBaHUs) U onpocHUKY SF-36 (kopoTkas
dbopma ONIPOCHUKA /IS OTICHKH 3I0POBBS M OJIarOMOTy4yus U3 36 BOIPOCOB).

Habop kiroueBsIx mapaMeTpoB, pekoMeHaoBaHHbIN ACR, BKJTtoUaeT B ceosi:

- KOJIMYECTBO OOJIE3HEHHBIX U MPUITYXIITUX CYCTaBOB

- OLICHKA MalKeHTOM O0JU 10 BU3yalibHO-aHaoroBoi mkane (BAII)

- 00111as1 OlleHKa aKTUBHOCTH 3a0osieBanus o BAII maruenTom 1 Bpauom

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

- ypoBeHb CPb u COD.

PeHnTrenonornueckass OIGHKAa TPOTPECCHPOBAHUS TMOPAKCHHUSI MEJIKUX
CyCTaBOB KHCTeH u ctomn mpoBoautcs no cucteme lllapma B Mmogudukammu Ban
nep Xeumxaa.

Takum oOpa3oM, BHEIpPEHHE HOBBIX METOJIOB paHHEH IMAarHOCTUKU PA,
paHHee Hayajlo MAaTOTCHETHYECKH  OOOCHOBAHHOW  TEpaluud  MO3BOJIAT
MPEAYNPEANTh TSDKEIbIC TOCIEACTBHS 3a00JIC€BaHUs, YIYUIIUTh Ka4eCTBO JKU3HU
MAIMEHTOB, a B TOCJIEAYIONIEM TOJAOWTH K WX WHIUBUIYAIU3UPOBAHHOMY

JICYCHUIO.

V. Mamepuanvt memoouueckozo obecneyenusn 3aHAmus.

Crnaitapl, BOOPOCHI ISl KOHTPOJIS UCXOJTHOTO U KOHEYHOTO YPOBHS 3HAHUM,
PEHTIEHOTPAMMbI, HCTOPHHU OOJIC3HHU.

VI. Ilepeuenv KOoHmpobHbIX 60RPOCOE.

Bonpocs! /151 HCXOAHOT0 YPOBHS 3HAHUIA.
1. 310xuTe OCHOBHBIC IIOJIOKCHHUS, Kacalollhecs STHOJOTMH W IaToreHe3a

PEBMATOUIHOTO apTpUTa
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10.

11.

12.

13.

14.
15.

16.

W3noxuTe COBpeMEHHYIO KilacCU(UKAIIMIO PEBMAaTOUIHOTO apTPHUTa
Onuiure OCHOBHBIE KIIMHUYECKHE (POPMBI PEBMATOUIHOTO apTPUTA
N3noxuTe COBpeMEeHHbIE MTPEACTABICHHS 00 0COOBIX (popMax peBMaTOUIHOTO
aptputa (cunapom Cruna, cuaapom dentn)
KakoBbl OCHOBHBIE MPUYUHBI (POPMUPOBAHUS JNECTPYKTUBHBIX M3MEHEHHH B
cycTaBax
Uto BKIAABIBACTCS B MOHSATHUE CYCTaBbI «UCKIIOUEHUs» PA
KakoBbI cOBpeMEHHBIE MOIXOAbI K TMATHOCTUKE PEBMATOUIHOTO ApTPUTA
OnummTe KIMHUYECKYIO KAPTUHY PEBMAaTOUIHOIO apTPHUTA B 3aBUCUMOCTH OT
ero (hopmsl
KakoBbl COBpEMEHHBIE MOJIXOJbI K JICUEHHUIO PEBMATOMAHOrO apTpUTa B
3aBUCUMOCTH OT €ro (hOpMbI
KakoBbl cOBpeMEHHbIE MOAXOABI K JAMArHOCcTUKEe cuHAapoMa Cruna wu
cunapoma Oentu
W3noxure coBpeMeHHbIe TpeOoBaHUS K AUPPEHUUPOBAHHOMY JICUEHUIO
CYCTaBHOH UM CyCTaBHO-BUCLEPAIBbHBIX (POPM PEBMATOUIHOIO apTpUTa
OnummTe  KIMHUYECKYI0  KapTHHY  BHCIEPUTOB W BAacKyJIHTA,
ACCOLIMMPOBAHHBIX C PEBMATOUIHBIM aPTPUTOM
Ha3oBuTe pEHTIeHONOrMYeCKUE TMPU3HAKKA TOPAXKEHUS CYCTaBOB IpHU
PEBMATOUHOM apTPUTE
Ha30BUTE OCHOBHBIE OCII0KHEHHSI PEBMATOUIHOTO apTpUTa
Oxapakrepusyite OCHOBHBIE KJIACCHI JIEKapPCTBEHHBIX CpEIICTB,
MoAUGUIMPYIOIIKX TeueHue PA
Yro BKJIAABIBAETCS B COBPEMEHHOE IOJIOKEHUE O (PEHOMEHE «OTBETa» Ha
J€YeHUEe U METOJax €ro Bepu(PUKalUUU C HCIOJIb30BAHMEM TPAJAMIIMOHHBIX
IIKaJl OLIEHKU

Bonpocsl 1J11 KOHTPOJIS KOHEYHOI'0 YPOBHS 3HAHUIA.
KakoBa coBpeMmeHHass cTpaTeruss OLEHKM pPHUCKa HEOJAaronpusTHBIX

KIIMHUYCCKUX UCXOA0B Y IMAIUCHTOB C PCBMATOUIHBIM aprI/ITOM?
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10.

11.

12.

13.

14,

HazoBuTe  OCHOBHBIE  MPUHUUIBI  HEMEAMKAMEHTO3HOTO  JICUCHHS
PEBMATOUTHOTO apTpUTa

OxapakTepu3yiTe OCHOBHBIC MPUHIUIIBI OKA3aHUSI OPTONEANYECKON TOMOLIH
00JIBHBIM PEBMATOUIHBIM apTPUTOM

HazoBuTe OCHOBHBIE METO/BI OLUEHKU 3(PPEKTUBHOCTH U OE30MACHOCTH IPU
IPOBEJACHUM AaHTUPEBMATHUECKON Tepanuu, MOAU(PHUIMPYIOMIEH TedeHHe
3a00JIeBaHus, Y TAIUEHTOB C PEBMATOUIHBIM apTPUTOM

KaxoBbl meTonb! onieHku 3¢ dexrruBHOoCcTH U 6e3onacHocTy HIIBC y 6osbHBIX
PEBMATOUTHBIM aPTPUTOM?

KakoBa coBpemeHHass cTpaTeruss MOporpaMM peadwIUTauud  OOJBHBIX
PEBMATOUHBIM aPTPUTOM?

OxapakTepu3yuTe OCHOBHBIE HAIIPABICHUS TNEPBUYHOM W BTOPUYHOM
npo(UIaKTUKN PEBMATOUIHOIO apTpUTa

KakoBbl 0COOEHHOCTH KJIMHUYECKOIO TEUEHUS! IOBEHUIBHOIO PEBMATOMIHOTO
apTpura’?

Jlaiite XapakTepucTukKy OO0JIECBOMY CHHAPOMY, YTPEHHEH CKOBAHHOCTH;
MMMYHOJIOTHYECKYI0 XapaKTepUCTUKY TEUCHHUsS; ONpEJCICHNE CTEICHH
aKTUBHOCTH,  PEHTI€HOJOTMYECKOM  cTagud U (yHKIUOHAIBHOU
XapaKTePUCTUKU PEBMAaTOUIHOTO apTpUTa

KakoBbl MPUHIMIIBI OKa3aHUs HEOTIOKHOW MOMOIIM MAlMeHTaM C 0COOBIMU
dbopmMaMu peBMaTOMIHOTO apTpUTA?

Onummmre METOIbI MTPOBEICHUS PeadMIINTAITMOHHBIX MEPOTIPHUITUN Y
MAIMEHTOB C PEeBMATOUIHBIM apTPUTOM

Onwuiurre METObI poBeeHUS AU PepeHnanbHON TMarHOCTUKA OCHOBHBIX
(GopM peBMATOMIHOTO apTpUTa

OxapakTepu3yiTe METO/Ibl MPOBEICHUS JTOKAIBHOM TEPAIUU y MalUEHTOB C
PEBMATOUIHBIM aPTPUTOM

KakoBbl MeTompl mpoBeneHus nuddepeHnanibHOTO aUarHo3a, JedeHus |

HpOCI)I/IJ'IaKTI/IKI/I TYT'OIIOJABUKHOCTHU U AHKUJIO3UPOBAHMA CYCTaBOB?
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15. Oxapakrepu3yiiTe OCHOBHbIE IPUHIIMIIBI U LIETTH MPOrpamMm PU3NIECKON

peabuIuTalMy MAMEHTOB ¢ PEBMATOUIHBIM apTPUTOM

VII. IIpumepvt mecmogvix 3a0anuii
1. Ykaxute HauboJiee BEpOSTHYIO ATHOJOTUYECKYIO MPUHAIICKHOCTh

MOJIMAPTUKYIISIPHOTO BapuaHTa PA y My>K4uH MOJIOAOTO BO3pacTa

. HCV
. HBV
. Epstein-Barr Virus

. Bupyc kpacnyxu
2. Uewm siBnsieTcs peBMaTOMAHBIN (hakTOp?
. AnTH-1gG knacca IgM
. AnTu-IgG knacca IgG
. Hecneuuduueckum IgM

. Cexperopnsim IgA

3. dopmupoBaHUE MaHHyca, 0OHAPYKUBAEMOE MPU apTPOCKOIUH, SIBIISIETCA
. Pannum npusznakom PA
. [To3naum npuszHakoMm PA
. Hecnenuduueckum npu3HakoM AeCTPYKTUBHOTO apTpUTa
. CrneunrpuyeckuM MpU3HAKOM THOMHOTO apTpUTa
4, Ykaxure crienuduunbie 151 PA BHeCcycTaBHBIE TOPAKESHUS
. JIuruTanbHbBINA BACKYJIUT
. AMMIONI03 TIOYEK
. Me3aHruoKanuIspHbINA TIIOMepyToHEDPUT
. OHIOKapIUT
S. Kakue u3 HrKe NpUBEAEHHBIX IPU3HAKOB PACCMAaTPUBAIOTCS KaK

JIMarHOCTUYECKUE KPpUTEpUHU paHHero PA

. YTPEHHsIsI CKOBAaHHOCTH OoJiee 1 yaca B TeueHue 6 HeAelb
. MPUITYXJIOCTh HE MEHEE 3 CYyCTaBOB JJIUTEIBHOCTBIO Oosiee 6 Helleb
. apTPUTHI KOJICHHBIX U TOJIEHOCTOIHBIX CYCTAaBOB
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10.

CUMMCTPUYIHOCTD IMOPAKCHUA

Kakue u3 Huxe IMPHUBCACHHBIX ITPU3HAKOB PACCMATPHUBAIOTCA KaK

nuarHoctuyeckue kpurepuu PA, pekomengoBanasie ACR

YTPEHHsIS1 CKOBAHHOCTh MeHeel Jaca B TeueHue 3 Hellemnb
IPUITYXJIOCTh HE MEHEE 3 CYCTaBOB JJIUTEIBHOCTBIO Oosiee 3 Hellenb
JTUCTAJIBHBIA U CUMMETPUYHBIN XapaKTep MOPaKEHUsSI CyCTaBOB
HaJM4Khe PEBMATOUIHBIX Y3EJIKOB

PO

Hannuwme antu-LILII anTHTEN paccMaTpuBaeTcs Kak

NmMmyHomorndecknii npusHak PA

OcoOplif heHoTHn MeTaboaN3Ma C CEMEMHON MEHETPAaHTHOCTHIO
OOnuratHeli 1uarHoctTuueckuii kputepuii PA ¢ 6osee BbICOKOM
YYBCTBUTEIBHOCTBHIO U CIIEHU(PUUHOCTHIO, ueM PD

[Ipu3Hak BHECYCTAaBHBIX TOpakeHUM mpu PA

Kakne npusnaku no pekomenganmam EULAR noimkHBI HCITONB30BaTHCS

IpH OlleHKe aKTUBHOCTU PA. BbiOepeTe TOJIbKO KOPPEKTHBIE OTBETHI

naaexkc DAS28
quCyI0 00JIC3HEHHBIX U MPHUITYXIITNX CYCTaBOB
HaJIMYUE NECTPYKTUBHBIX MTOPAKECHUIN

cTeneHb (PYHKIMOHAIbHBIX HAPYUIEHUH B MOPAKEHHBIX CyCTaBax

Kaxkue rpynmsl 1€KapCTBEHHBIX CPEJICTB OTHOCATCS K KCEHOOMOTUUECKUM

00J1e3Hb-MOANDUIIPYIOIIUM TTpenapaTaM

[ TFOKOKOPTHKOU B
HIIBC
Cana3onpon3BOoIHbIC
AMUHOXHWHOJIUHBI

Antaronuctsl MJI-1 penentopon

Kaxkue Irpynibl JCKAPCTBCHHBIX CPEACTB OTHOCATCA K OHMOJIOTHYECKUM

0071e3Hb-MOUDUIIUPYIOITUM TIperapaTam

brnokaropst ®HO-anbha
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11.

12.

13.

14,

15.

Nuruburop AMruAPOOPOTATACTUAPOTCHA3BI
XuMepHble MOHOKJIOHaIbHBIEe aHTHTeNna K DHO-anbsdha

CeeKTUBHbBIC MOAYJIATOPBL T-xnerouynoi KOCTUMYJIALINA

MopdodyHKIOHATBHBIE TPOSBICHUS PEBMAaTOUIHOTO apTPUTA BKIIIOYAIOT

OpO3UBHO-ACCTPYKTUBHBINA MOJTUAPTPUT

AHKWIO3UPYIOUIUH CIOHIUIIOAPTPUT

Octpble BOCHIaTUTEIbHBIE U3MEHEHHUS COCIMHUTENBHON TKaHU
JlerenepaTuBHO-AUCTPO(UYECKHE U3MEHEHUS CYCTaBOB

Hapymenust Mouekucioro oomMeHa

st PA B Gonblieit Mepe xapakTepeH

Onuroaptpur
MoHoapTput
[Tomuaptpur

Bce BhllenepeuncieHHoe

Hwudero u3 BeilienepeyrciIeHHOTO

I[JBI OIIPCACIICHUA CTCIICHN aKTUBHOCTHU PA HCIIOJIB3YIOT

COD

JIMMTeNbHOCTh YTPEHHEN CKOBAHHOCTH

Pe3ynbTaThl NOMYKOIUCECTBEHHOTO onpeaesieHus (C-peakTUBHOTO
poTenia

Bce BrlienepeuncieHsoe

Hwudero u3 BellienepeyncieHHOTO

K penrtren-npusnakam PA He oTHOCHTCS

Octeonopo3s

CyxeHue CyCTaBHOM IIENIH
dopMuUpOBaHUE Y3yp
Pa3BuTHE KOCTHOTO aHKWJII03a

OKOJIOCYCTaBHOM OCTEONOPO3

K cyCTaBaM HpeI/IMYIHeCTBeHHOf/'I JIOKaJIM3allK IIaTOJIOTHYCCKOTI O IIponccca

npu PA He oTHOCATCS
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. [IpokcumaneHblil Mexdananrossiii cyctas |l mambia kuctu
. |I-sicTHO-(hamaHTOBBIN CycTaB

. [IpokcumanbHbIi Mex(ananrosslil cycras ||l manpna kuctu
. | msicTHO-(hamaHroBLIN CycTaB

K nuarnoctuueckum kputepusim PA no B.A. HacoHOBOI HE OTHOCATCS

. Jloxanu3anus MaToJ0rMYeCcKOro MpoIEecca B CycTaBax
IPEUMYIIECTBEHHOM JIOKAIM3alUH

. VYTpeHHss ckoBaHHOCTb 0oJiee 30 MUHYT

. HNHTepBan BOBIEYEHUS B MATOJOTMYECKHAN IPOLECC HOBBIX CYCTaBOB
HE JIOJDKEH MPEBBINIATh 3-X MECSLEB

. OnuduzapHselii ocTeonopo3 Ha R-rpamme

. XapakrtepHsble 11 PA u3MeHEHUs! CHHOBUAIBHON KUIKOCTH

«30JI0TBIM CTaHIAPTOM» B Je4eHUH PA sBisercs

. Jledbmynamut

. MeroTpekcar

. Jlenarun

. Kpuzanon

. [Tpenapatel [gG1-CBA3BIBAIOIINX AHTUTEI
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Tema: CUCTEMHASA KPACHAS BOJIYAHKA (CKB).

Konuuecmeo yuebnvix uacos — 3.
|. Axmyanvnocmo memoi.

VYBenudeHne 3a00JIeBa€MOCTH CHCTeMHOW KpacHou BomdaHkou (CKB),
TSKENIBI XapaKTep TEUEHUs, BBICOKUU MPOLIEHT WHBAIMIU3ALUU OIpPENEISAIOT
MEAMIUHCKYIO U COLIUAIbHYIO 3HaYUMOCTb JaHHOU IpOoOJIEMBI.
Pacnpoctpanennocts CKB coctaBnser 50 6oxpHbix Ha 100 000 HaceneHwus.
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 JeueHuss CKB.
3uams (a-1l):

e OmnpeneneHue, STUOJIOTUS, TATOTEHE3,

® KIMHHYECKas KapTHHA,

® METOAbl HWCCIENOBAaHUS B JHUAarHocTuke U auddepeHmanbHon

JIHArHOCTHKE 3a00JICBaHMUS,
® OCJIO)KHEHHMS U UX NMPO(]PHUIIaKTHKA,
® JIeUEHHUE, MPOTrHO3 U TpynocrnocoOHocTh narueHToB ¢ CKB.
Vmemo (a-11):
e [IpoBectu knumHUYECKOe oOcnenoBanue 6onbpHOrO ¢ CKB;
e (O00CHOBAThH MPEIBAPUTEIHHBIN THATHO3;

o IlpoBectu  nmuddepeHNMANBHYI0O  TUATHOCTHUKY C  JPYTUMH

3a00JICBaHHUSIMU;
o CdhopmynupoBaTh KIUHUYECKUN TUATHO3;

e CocTraBuTh IIaH 00CJIEAOBAHUN U JI€UEHHS OOJILHOTIO |
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II1. I]enu pazeumus auunocmu (6ocnumamenvHvle yeiu):

JleoHTONIOTMYECKHE aCHEKThl mpu  paboTe Bpadya C  OOJBHBIM.
[Icuxomornueckue mnpoOaeMbl y  OONBHBIX M pOJIb Bpaya B  HX
MICUXOTEPANIEBTUUECKON  Koppekuuu. IIpaBoBble  acmekTbl H  BOIPOCHI
npodecCUOHaNbHON OTBETCTBEHHOCTH Bpaya B ONPEICICHUHM TaKTUKHU JICUCHUS U
TPYJOCIOCOOHOCTH IMaLIMEHTA.

V. Cooeporcanue memul 3anamus.

CucremHas KpacHas BOJYaHKA - ayTOUMMYHHOE CHCTEMHOE 3a00JIeBaHHE
COCIMHUTEIBPHOM TKAaHM UM COCY/AOB, XapakTepusymwlleecs 00pa30BaHHEM
MHOKECTBA aHTHUTENI K COOCTBEHHBIM KJIETKAM M MX KOMIIOHEHTaM M Pa3BUTHEM
MMMYHOKOMIIJIEKCHOTO BOCIIAJIEHHUS C MOBPEKICHUEM MHOTHX OPTaHOB U CUCTEM.

Otuonorusi CKB. Ilpuuuna 3aboneBanusi HeusBecTHa. [Ipeamonaraercs

ATUOJIOTUYECKAS POJIb CIEAYIOMHX (PAKTOPOB:

1. Xponuueckas supycnas ungexyus (PHK-conepxkaniye u MeajieHHbIE
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
SHIOTEIHH, TUMQOIUTAX, B OMONTAaTaX MOYCK U KOXKHU.

2. Tl'enemuueckuti ¢axkmop. YCTaHOBIEHO YBEIMYCHHE YacCTOTHI
CUCTEMHOM KpacHOW BOJYAaHKU B CEMbSX, OOJBHBIX ATUM 3aboneBanueM. [Ipu
CUCTEMHOW KpAaCHOW BOJYAHKE Yalle, 4eM B NOMmyJisinuu, BcTpedarorcs HLA Aj,
Bs, DR;,, DRj;. Ilpenmonaraercs, 4to puck 3a00J€BaHUS CUCTEMHOM KpacHOU
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 MEHCTPYyallu); aKTUBHOCTH 3a00JIEBaHUS TTOBBITIIAETCS 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 HKEHIMH 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 enewiHell cpedvl. llepBoCcTeNeHHOE 3HAYCHUE UMEET
UHCOJSIUSA. YIbTpaduoIeTOBOEe OOJydYeHHE CIOCOOHO HU3MEHSATh AHTUTCHHbBIE
cBoiictBa JIHK kieTok Kok, UHIYIUPYS Pa3BUTHE ayTOMMMYHHBIX pEakluil y
MPEAPACHOJIOKEHHBIX HWHAUBUIYYMOB, a TaKXKe YCUJIMBACT BBICBOOOXKICHUE
untepaeiikuHoB (Interleukin, IL) 1, 3, 6 u TNF, crnocoOGCTBysi 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
JIEBYLIEK W MOJIOABIX >KeHUMH, npumepHo 80% mnamuentoB ¢ 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
MPUHAJIEKHOCTBIO CBSI3aHBl PACIPOCTPAHEHHOCTh, TEUEHHE 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 damie. JlMckougHas BOJYaHKa 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 (QyHKIUM JUMQPOIMTOB OTMEUYaETCs
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), kotopeie coegunstorcss ¢ HAHK, 00pa3ytoT MMMyHHBIE KOMILJIEKCHI U
aKTUBHUPYIOT KOMIUIEeMEHT. OHHU OTKJIaJbIBalOTCS Ha Oa3aibHBIX MeMOpaHax
pPa3IMUHBIX BHYTPEHHUX OPraHOB M KOXH, BBI3BIBAIOT HX BOCIHAJICHUE U
noBpexaeHne. OZHOBPEMEHHO TOBBIIIAETCS JIN30COMalbHAs MPOHUIIAEMOCTb,
BBIJICIISIFOTCS. MEIUATOPBI BOCHATIEHUS, aKTUBUPYETCSI KHHUHOBASI CUCTEMA.

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

Knaccugpukayus cucmemnoii Kpacnoii 6014aHKu

I. Ilo xapaxkrepy Te4deHHs, Ha4yajdy O00Je3HM U [JajbHellIeMy
MPOrpecCHpOBAHMIO.

a) Ocrtpoe.

b) ITomoctpoe.

C) XpoHHUECKOEe:

1. peuuaAuBUPYIOMIMM MOJTUAPTPUT WIH CEPO3UT;

2. CHUHAPOM JHUCKOUIHOW KpacHOW BOIYAHKHU;

3. cunapom PeiiHo;

4. cunapom Bepabroda;

5.  snuientu(OpPMHBIN CUHIIPOM.

Kaaccupuxkanus CKB

*  OCTpOE;

*  TOAOCTpPOE;

*  XPOHHUYECKOE;

*  PEIUAUBUPYIOIIUN MOJUAPTPUT;

* CHHJPOM JMCKOWUJHON BOTYAHKH,

* cuHapowm PeiiHo;

» cuHapom Bepabroda;

e cunapow lllerpena;

e aHTU(POCHOIUNUIHBII CUHAPOM.

36



I1. Ilo akTUBHOCTH:

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

2. HeaktuBHas (aza (pemuccus).

Knunnueckas KapTHHA. 3a00JeBaoT MNPCUMYIICCTBCHHO KCHIIMUHBI, YaIlc

Bcero B Bo3pacte 14-40 ner. HayanbHble NposIBIEHUS 3aKIIOYAIOTCS B CIa0OCTH,
NOXYAaHUH, 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 NpHU 3TOM 3a00JI€BaHUM.

Haunbosee xapakTepHBIMU SABIIIOTCS CIEIYIOLIUE:

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,
TOJEHOCTONMHBIX  CycTaBOB.  OCOOEHHO  XapaKTEpHOHM  JUArHOCTHYECKU
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 TEYEHWH CUCTEMHOW KpPACHOW  BOJIYAHKH
HPUTEMATO3HBIE OYaru XapakTepu3ylTcs HWHOUIbTpALMell, TUIEepKepaTo3oM,
HIeJTyIIEHUEM U pyOLI0BOM aTpodueit Koxu;

o JIIONYC-XEHJIUT - BBIPAKEHHOE IMOKPACHEHHE Ty0 C CEepOBaThIMU
YyelryikaMu, KOpOuKaMH, 3pO3USIMH, € TTOCIEAYIOIUM Pa3BUTHEM O4YaroB aTpoduu
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 3pO3UsiMU;
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o Oyiuie3Hble, y3J0BaThle YpTUKApHbIE, T€MOPPArnYECKUE 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, OejecoBaThle OJISIIIIKH, SPUTEMATO3HbIE MSTHA, BO3MOXXHa mnepdoparus
NEPErOPOJIKH HOCA;

e TIPU TOJOCTPOM  CHCTEMHOM KpPAaCHOM  BOJYAHKE  HMMEIOTCS
KOJIbLIEBUIHBIE BBICHIIIAHUS C TEJICAHTMAKTa3UAMH, JIEIUTMEHTAUUeld B LIEHTpE.
OHu pacnoJyiararoTcsi Ha JIMIle, Iiee, Ipyau, KOHEUHOCTsX. [lomo0HbIe n3MeHeHus

KOXKH yacTo HabmoaroTcs y 00apHbIX ¢ 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(alaHIOBBIX 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
IIEPUAPTUKYIISAPHBIX TKAHIX; 3PO3UH CYCTaBHBIX ITOBEPXHOCTEH HEXapaKTEPHbI
(MoryT OBITh UL y 5% OOJIBHBIX);

e BO3MOXKHO Pa3BUTHE ACENTHUECKUX HEKPO30B TOJOBKU OeapeHHOU

KOCTH, IIJIEYEBOU U APYTUX KOCTEU.

IHopaskeHne MbILIL TPOSBIIIETCS MUAITHUAMU, BBIPAKEHHOW MBIIIEYHOU

c1a00CThI0, MHOT/Ia PA3BUBAETCS TOJMMUO3UT, MTOAOOHBIN 1I€pMATOMHUO3UTY.
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ITopaskeHue JIerkuX MPOSIBISETCS CIAEAYIOIMMHU TPU3HAKAMU:

e CyXOH WM BBIIOTHOM IUIEBPUT C OOJNIIMU B TPYAH U BBIPAKECHHOU
OJIBIIIKOM MpPU HAKOIUIEHWU OOJIBIIOTO KOJUYECTBA >KUAKOCTH;, KakK IPaBUIIO,
Ha0JI0JaeTCsl IBYCTOPOHHUHN TUIEBPUT;

e BOJIYAHOYHBIA MHEBMOHUT (JETOYHOW BACKYJIHUT) XapaKTEpHU3yeTCs
OJIBIIIKOW, CYXUM KalllIEM, UHOTJa KPOBOXapKAHbEM; MPHU PEHTTEHOJIOTHYECKOM
VICCJIEIOBAHUH JIETKUX BBISIBISIOTCS TUCKOBHIHBIE ATENEKTa3bl B HUKHUX OTHENAX,
WHOTJIa BUAHBI MHQUIbTpaTHUBHBIE TeHU. [IpM XpOHMUECKOM TEUYEHUH JIIOITYC-
ITHEBMOHUTA HAOJIIOAETCS MOPAKEHHE WHTEPCTULMAIBHOW TKAaHU JIETKUX C
YCUJIEHUEM JIETOYHOTO PUCYHKA;

e CHUHJAPOM JIETOYHOW T'MIIEPTEH3UH;

e BO3MOXHaA TPOMOOSMOOIMS JIETOYHOMN apTepUH.

ITopaxenune cepae4yHO-COCYAUCTOM CHCTeMbl. B03MOXHO pa3BUTHE
NaHKapAWTa, HO Yallle BCEro HaOIogaeTcs IepUKapaAnT, OOBIYHO CyXO0i, HO MHOT 1A
Pa3BUBACTCSA TSDKENIBIA DJKCCYNATUBHBIM IeEepuUKapAuT. lIpum BBICOKOW cTeneHu
aKTUBHOCTH  HaOmomaerca  Ou(d@y3HbII  MHOKapIuT,  OCHOXKHSIOLIUICS
HEJ0CTATOYHOCTBIO KPOBOOOPAILIEHUSI.

[Topaxxenue >unokapaa (dHA0KapauT JInbmana-Cakca) HaOIIOJaCTCS 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 00JIaCTM BEpPXYUIKM CEpAlla MpPU  MUTPAIbHOU
HEJIOCTATOYHOCTH, AUACTOJINYECKUN IIIYM HaJ A0PTOW MPU HEIOCTATOYHOCTH KJlaraHa
aoptel). bopopaBuaTble HaJIOKEHHsS Ha KIAIMaHaX MOTYT OIPENENSAThCS IPH
DXOKapPAUOCKOIIHUH.

[TopaxkaroTcst coCcyibl, IPEUMYLIECTBEHHO apTEPUU 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
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TpoMOO(DIEONTH TTOBEPXHOCTHBIX BEH IUIeYa, MEPEAHEH MOBEPXHOCTU TPYAHOU
KJICTKH.

IMopakeHue :KeJyAOYHO-KMIIEYHOr0 TPAKTAa M MedYeHH. bBoIbHBIX
OECOKOAT TOIIHOTA, pPBOTA, OTCYTCTBHE anmnetuta. llopakeHune mnuIeBoaa
MPOSIBIISIETCS] €r0 JuiaTaieil, 3p03UuBHBIMA U3MEHEHUSIMH CIU3UCTON OOOJIOUKHU.
Hepenako oOHapyXMBalOTCS W3BSA3BICHUS CIM3UCTOM OOOJOYKU JKEmylKa |
JBEHAATUIIEPCTHOW KHIIKH. llopakeHue cocyloB OpbDKEHKH NPHUBOJIUT K
CWIbHBIM OOJIIM B >KUBOTE, NMPEUMYIIECTBEHHO BOKPYT Mynka (a0JI0MUHAIBHBIN
KpHU3), PUTUTHOCTH MBI OPIOITHOTO Tpecca.

[lopaxkeHre MEYEHU MPOSBIACTCS KIMHUKOW BOJYAHOYHOTO TeraTuTa
(yBenmMYeHUE TEYEHU, OHKEITyXa pa3jIuyHOW BBIPAKEHHOCTH, IOBBIIICHHUE
COJIep>KaHMs B KpOBU aMUHOTpaHcdepas).

IHopaxenue nouek (;romyc-Hegpur)

CoryiacHO COBpeMEHHOU MOP(OIOTHUECKON KiTacCU(PUKALIUHU,
on00peHHo MexayHapoaabiM o61ecTBoM Hedposoros (ISN) B 2004 r., Takxke
BBIIIEIAIOT 6 KitaccoB BH (Tabm. 1).

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

Knacc Omnucanue

I HopwmaibHble ki1yOO4KM IPH CBETOBOW MUKPOCKOIIUU

I Pacmupenue u/minm runepkiIeTOYHOCTh ME3aHTUsT

" Ouarossiit (<50% ki1y00uKOB) MposinepaTuBHBIN
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 Cxueposupyromuii (>90% ckiiepo3upoBaHHBIX KITyOOYKOB)

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 nposiBiieHus

[ull Mo4eBol CHHIIPOM OTCYTCTBYET WJIM HEOOJIbIIAs IPOTEUHYPUS
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

BonyaHouyHblif HeQpUT MPOSBISETCS CHEAYIOIMMU KIMHUYECKUMU
dbopmamu (M. M. lBanosa, 1994):

o OBICTPO MPOTPECCUPYIOIIUN  BOTYAHOUYHBIA HEDPUT  (TSHKEIBIH
HE(DPOTUUECKUIT  CHHIPOM, 3JIOKAYeCTBEHHAs apTepuaabHas THIEPTEH3US,
OBICTpOE pa3BUTHE MTOYCYHON HEAOCTATOYHOCTH);

o Hedporuueckas Qopma riaomepyinoHedppura (B OTIAMYME  OT
HEBOJIYAaHOYHOTO He(puTa, MPOTEHHYPHUSI MEHEE BBIpAKECHA, yalle HaOI0JaroTcs
apTepuagbHas TUTEPTEeH3US u remMaTypus, MeHee BBIpa)KEHA
TUIIEPXOJIECTEPUHEMUSA );

e AKTHUBHBIA BOJYAHOYHBIH HEPPHUT C BBIPAXKCHHBIM MOYEBHIM
CUHAPOMOM (TpoTerHypus 6obiie 0.5 r/cyT, MUKpOTeMaTypusi, JISHKOLUTYPHS);

e HEpPUT C MUHUMAJIBHBIM MOYEBBIM CHHIPOMOM - TPOTCHHYPHS
Menbie 0.5 1/cyT, MUKpOTeMaTypusi - €IMHUYHBIE SPUTPOILUTHI B TOJIE 3PEHUS,

HEeOOJIbIIIas JTCUKOIUTYPUSl, apTepraIbHOE JIaBJIEHHE HOPMAJIbHOE.

M.M.UBanoBa (1994) npuBoauT ClEAYIONIME KPUTEPUH AKTUBHOCTU
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 YPOBHS KPEAaTUHUHA B
CBIBOPOTKE KPOBH; CHIKEHUE KITyOOUKOBOM (DUIIBTPAIIHH.

2) UMMYyHOJIOTHYeCKHE KPUTEPUH ¢ UMMYHOMOpPdoJsiorueii

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

JIHK, pe3koe CcHWKEHHE CcoJiep)KaHusl KOMIIOHEHTOB KoMmiuiemeHTa Cs, Cy;
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Bbicokmii ypoBeHb LIUK; nenosuter IgG u C; Ha 6a3anbHoi MeMOpaHe KIIyOOUYKOB;
neno3utsl IgG u C; B 1epMO3IUIepMalIbHOM COETMHEHHH.

3) Mopdosiornyeckue KpUTEPUU AKTUBHOCTH HepuTa

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

IlopaxeHnue HepPBHOIl cMCTeMbl HA0JIOIAETCS MOYTH y BCEX OOJBHBIX U
OOyCJIOBJIEHO BacKyJIuTaMHu, TpoM0Oo3aMu, HWH(}ApPKTAMH M TEeMOpparusiMu B
pa3IMyYHBIX OTJENax TOJOBHOrO Mo3ra. B mocnennue ronapl Ooibiias pojib B
MOPAXCHUH HEPBHOW CHUCTEMBl OTBOAWUTCA AHTHHEHPOHAIBHBIM aHTHUTEIaM,
KOTOpBIE OpaXkatoT MeMOpaHbl HEHPOHOB.

[TopaxxeHre HEPBHOM CHCTEMBI MOYKET MMETh CIEAYIOUINE KIMHUYECKHUE
MPOSIBIICHUS: TOJIOBHBIE 00N, ICUXUYECKNE PACCTPOUCTBA, 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. OOmmuii aHanM3 KPOBU: TOYTH 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 - TUIIOXPOMHAsi aHEMHs, B PEIKUX Clydasx pa3BHUBACTCS
reMOJIMTUYECKass aHEeMUsl C TMOJOXKHUTENbHON peakuueir KymOca, MOXET HUMETh
MecTo TpomOorToneHus. [laTorHoMOHUYHO onpeeneHne OONbIIOro KOJIMYecTBa
LE-xnetok. LE-kneTku - 310 3penbie HEUTPOPMIIbI, IIUTOTUIa3Ma KOTOPHIX MOYTH
LEJIMKOM 3alloIHeHAa (ParouuTUPOBAHHBIM  SIIPOM  MOTHOIIEro  JIEHKOLMUTA,
COOCTBEHHOE SAPO MPHU ITOM OTTECHEHO K nepudepuu (AMarHoCTUYECKH 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 BOJYAaHOUYHBIE KIETKM BCTPEYAIOTCS WU IpU JAPYTUX
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) BeiienseT BapuaHThl TCUCHHUSI CUCTEMHON KpacHOU
BOJIYAHKK (OCTpOE, TOJOCTPOE, XPOHMUYECKOE) MO Hayalny 3a0oieBaHHs U
JAIIbHENIIIEMY MPOTrPECCUPOBAHUIO.

Ilpu ocmpom meuenuu Haudano OOJE3HM BHE3AIHOE, TEMIlepaTypa Teja
BBICOKAs, XapaKTepHBbl OCTPBIA TOJUAPTPUT C PE3KOMl OONbI0 B CycTaBax,
BBIPOKEHHBIE KOXXHBIE M3MEHEHUS, TSXKEIbIC MOJUCEPO3UTHI, MOPAKEHUE TMOYEK,
HEPBHOUM CHCTEMbI, TpopUUeCcKue HapYIUICHUs, MOXYJaHHE, PE3KOE YBEINYCHUE
COD, manuuronenus, 6oapI0e KoauuecTBo LE-KIeTok B KpOBH, BHICOKHE TUTPHI
AH® (anTunyxieapnsiii haktop). JmurenbHocth 3a00neBanus 1-2 roja.

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

Xponuueckoe meueHue TPOSIBISETCS MOHO- WM MAJIOCUHAPOMHOCTBIO B
TeueHre MHorux Jjer. OOmiee COCTOSTHUE JOJT0 OCTaeTCs y/IOBIETBOPUTEIBHBIM.
Ha panHux sTamax HaOMIOAAIOTCS KOXXHBIE H3MEHEHHS, 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 KPUTEPUH
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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. ayrouMMmyHHBII cuHapoMm Bepabroda;

7. KymOc-nionoxxutenbHas TeMOJIUTHYCCKAsT 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 KOJBIIEBUIHOE pa3pacTaHUE 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
CThIKAa), TOYKH ((PUOPHUHOUI KAMWIUISIPOB 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 HECKOJIBKUX JTHEH;

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

3. KanwUISIpUTHI HA MalblaXx;

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

5. TOJIMCEPO3UTHI - IVIEBPUT, IEPUKAPIUT;
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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. nefikomenust (Merbme 4 * 10%/1);

16. anemus (remoryioous mensie 100 r/m);
17. tpomboumronenust (Menbure 100 * 10%/m;
18. runieprammarnoOynuHemus (6oiee 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 O0bIIoM KonudecTBe niau 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. Hamnuwme
4™ mpusnakoB u3 11 nenaer quarno3 CKB gocToBepHBIM.

J{uarHocTuveckue KpUTePUun CUCTEMHOM KpacHoil Bomyanku, ACR

(1982), oonoBaennbie ACR (1997)

Kpurepui 3HaveHue

Brickimanuss Ha (DI/IKCI/IpOBaHHaﬂ OpPpUTCMA, IUIOCKAd MHIIM BO3BLIIIAIOMIAACA
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CKYyJIlaX W IICKax

Hal KOX(Cﬁ, HC 3aTparvBaroiias HOCOFY6HBIC CKJIIaAKH1

Juckonnnbie OpuTeMaTo3HblE€ MNPUIIOAHATHIE IISITHA C IPUIIETAIOIIMMHU

BBICHITTAHUS JelryikaMu U (QOJUTMKYISIPHBIMU MPOOKaMH, CO BpEMEHEM
pa3BUBAIOTCS aTpopUuecKue pyOIbl

®oroceHcnOmnn | KoxxHble BBICHINIAHUS B pe3yJbTaTe HEOOBIYHON pEaklMH Ha

3anus COJIHEYHBI CBET - HEOOXOIMMA 3alUCh B HCTOPUHU OOJIE3HU

I JKC (I)OTOCCHCI/I6I/IJ'II/IBEIHI/I$I JOJDKHA Ha6JIIOI[aTBC$I BpayoM<

N3ba3Bnenua B
MOJIOCTH pTa

N3bsa3BiIeHUST B MOJOCTH pTa HIN HOCOIJIOTKC, O0OBIYHO
6OH63HCHHBIG, JOJIDKHBI HaGHIO,Z[aTLCSI BpaduoM

Aptpur Hespo3uBHbIl apTpuT ABYX WM Oojee nepudepudeckux
CYCTaBOB, C 00JIE3HEHHOCTbIO, IPUITYXaHUEM WUJIU BBIIIOTOM

Cepo3zur [1neBpuT - uIeBpUTHYECKUE OO WM IIyM TPEHHS IIEBPHI,
BBICITYIIIMBAE€TCA BpPauoOM HJIM HMMEIOTCS HHCTPYMEHTaJIbHbIC
TOKA3aTeNbCTBA IUJIEBPAJIBHOrO BbIOTa WM llepukapaut -
JTOKyMEHTUPOBAHHBIN UHCTPYMEHTAJIBHO WIH
BBICJTYLLIMBAEMBIN BpauOM LIyM TPEHUS IIepUKapaa

[loueunsie Croiikass nporennypust 6onee 0.5 r/cyT WM UUIMHAPYPHUS

HapyILICHUS (3pUTpOLUTAPHBIE, 36PHUCTHIE, CMEIIAHHBIE)

Hesponoruueck | Cymoporu, npunaaky - Ipu OTCYTCTBUU IIPUEMA HEKOTOPBIX

Y€ HapyLIEHUs1  |[IpernapaToB WM KaKUX-TMOO M3BECTHBIX  HApYIIEHUU
MeTabonu3ma  (ypemus,  KETOoalua03,  AJIEKTPOJUTHBIN
nucOaIaHC) WK MICUXO03bI (MPU TEX K€ YCIOBUSIX)

I'ematonornyeck | I'eMonuThueckass aHeMHsT C  PETUKYJIOLHUTO30M WU

V€ HApYLLICHUS

neitkonenus (< 4000 B 1 Mk B IBYX wid OoJjiee aHAIM3aX)
uu suMmdonenus (< 1500 kierok B 1 MK B IBYX win Oosee
aHam3ax) iy TpomooruTonenus (< 100,000 B 1 Mki1)

NmmyHonornuec
KUE HapyLICHUS

[TonmoxurenbHpie LE-TECT MM MOBBILIEHHBIE TUTPBI AHTUTEI
k HatuBHoW [IHK wnm anturena x antureny Cmuta (OH
coaepkut  U;puOOHYKIICONMPOTEUH-AIIUTON U HECKOJIBKO
JIPYTUX HACBIIIEHHBIX YPUJAUHOM PHUOOHYKJICONPOTEHHOB).
[lonoxuTenbHas HaXoJKka K aHTU(POCHOIUITUANHBIX aHTUTEN,

4yTO OazupyeTcs Ha:

. MATOJIOTUUECKUX YPOBHSIX B CBIBOPOTKE
AHTUKAPAUOJMIIMHOBBIX aHTUTen IgG nmm IgM
. MOJIOKUTEIIbHBIM  PE3YyJbTaT TECTA HA BOJYAHOYHBIN

AQHTHUKOATYJISIHT IIPY UCIIOJIBb30BAaHNUN CTAaHIAPTHBIX METOMIOB.
. JIOKHO-TIOJIOKUTENIbHBIE  peakuuu Ha cuduiuc B

TeYyeHUE HE MeHEE 6 MECALIEB
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AHTHHYKJI€ApHBI
€ aHTUTela

IToBeimienuble TUTpel AHAT, BbIsIBISIEMBbIE C TOMOIIBIO
UMMYHO(]IJIFOOpECIICHITUN npu OTCYTCTBUU npruema
[penapaTos, CITOCOOHBIX VHIYLIHPOBATh
BOJIYaHOYHOIIOAOOHBIN CUHAPOM

Ilpumeuanue:  NUCKOUJHBIE OYark BOJMYAaHKM - KOXHas  (HE

FCHCpaJII/IBOBaHHaiI) (bopMa BOJMYAaHKH, IPOABJIAIOMIAACA OTACIIBHBIMU O4YaraMu

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

paKkoBHHAX, I'y0ax.

HH&FHOCTH‘ICCKHC KPpUTEpHUH

cUCTeMHO# KpacHoil BotuaHku, ACR 23 urons 2018r.

Kimandeckne KiaacTepsl MMMyHOJIOTMYECKHUE KIaCTEPHI
bamnsl bamsl

KoHCTUTYIIMMOHHBIN KJIaCTEp: Kuaacrep AuTudocgomnuaHbIx
JInxopanka aHTHTe:

2 Antukapanonunus 1gG > 40 GPL

€IMHUL]
i anTu-B2GP1 1gG > 40 equnui
WJIN NOJIOKUTEIBHBINA BOIYaHOYHBIH

AHTUKOYTYJISIHT
2
Ko:xHblii KI1acrep: Kinacrep koMIieMeHT IPOTEUHOB:
be3pyOuoBas anoneuus Huzkuii C3 nnm auzkuii C4
2 3
S13BBI POTOBOM OJIOCTH Huszkuit C3 u Huzkuit C4
2 4

[TonkoxHas octpas uinu
JIUCKOWJIHAs! BOJTYAHKA

4

Octpas KokHasi BOJTYaHKa

6

Kaacrep aprpura:

Kuaacrep BoicokocnenuupuaHbIX

CHHOBHT B KaK MUHAMYM 2X CyCTaBax, | aHTHTEJ:
1160 OOJIE3HEHHOCTh B KAK MUHUMYM AnTtuTena npotus aByxuenouynon JJHK

2X cycraBax, U Kak MUHUMYM 30TH 6
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MI/IHYTHaSI CKOBAaHHOCTBb AHTHuTENa K AHTUTCHY CMmuta
6 6

HeBposiornyeckui Kiacrep:
Hemnpun

2

[Tcuxo3

3

Cynoporu

5

Kiacrep ceposura:

[IneBpanbHbIN WK NIEPUKAPAUATBHBIN
BBITIOT

3)

OcCTpblil IEPUKAPAUT

6

I'ematojiornueckuii Kiacrep:
Jlelikonenus

3

TpombouuTONIEHUS

4

AYTOMMMYHHBIA T€MOJIU3

4

IoyeuHbIi KIACTEP:
[Iporennypus > 0,5 rpamm/24 vaca

4
Knacc Il unu V Bomuanounslit HehpuT
8

Knacc 1l v 1V Bomyanounsrit HehpuT
10

Bce manueHTbl, KOTOPbIM IO HOBOM KJIAcCH()MKALMU YCTAHABIIUBAECTCS
JIUArHO3 CUCTEMHOW KpPacCHOW BOJIYAHKHA JOJDKHBI UMETh CBIBOPOTOYHBIM THUTP
AHTuHykJeapHeix — aHtuTen (ANA) kak wmuaumym 1 @ 80 1o
UMMYHO(DIYOPECLEHIIMM Ha YEJOBEUECKUX SIUTENHAJIbHBIX KIETKax 2ro Tula
(human epithelial type 2 cells) nin Ha SKBUBaJCHTHOM IOJIOKUTEILHOM TecTe. B
JIOTIOJTHEHUE, Y TAIMEHTa JOJDKHO ObITh Kak MUHUMYM 10 0aniioB U3 yKa3aHHBIX B
Tabnuie kpurepueB. Kputepuit He cuuTaercs, €clid y JaHHOTO KPUTEpUsi UMEETCs
0oJiee BEpOSITHOE OOBSICHEHUE, YEM CUCTEMHAs KpacHas BoidaHka. OgHOKpaTHOE
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MPOSIBJICHWE  KPUTEPUS  SBJISAETCS  JIOCTATOYHBIM,  YTOOBI  3acUWTaTh
COOTBETCTBYIOIINE OallIbl, © MOMEHT KOTJa KPUTEPHil y TaIllMeHTa CTAHOBHUTCS
[IOJIOKUTEIBHLIM HE 00A3aTEIbHO HOJDKEH HaKIaIbIBaThCSI HAa MOMEHTHI KOTIJa
IpYTUe KPUTEPUHM CTAHOBATCS TMOJOXKUTEIBHBIMHU. [l0 HOBOW KiTaccupuKamum,
YCTaHOBJICHHE JUArHO3a CHCTEMHOW KpacHOUW BOJTYAHKH TpeOyeT Haaudue 0aioB
KaK MHHUMYM W3 OJHOTO KIMHHYECKOTO Kjactepa. Ecim y manueHTa mMmeeTcs
Oonee OMHOTO KpWUTEpUs W3 JAaHHOTO KJacTepa, TO Oepercss KpPUTepuil C
HanOOJIbIIIEM KOJIUYSCTBOM OaJJIOB.

OneHka aKTHBHOCTH CHCTEMHOW KPacHOl BOJYAHKH MO IIKaJje

ECLAM (European Consensus Lupus Activity Measurement)

CI/IHI[pOM U KIMHUYECCKHUE ITPOSABJICHUA b

bl

1. O6uiue nposiBneHus: (Jir00bIe U3 MepEeYUCIICHHBIX HIDKe *0,5 Oarna)

JIuxopanka VYr1pennss temneparypa Boie 37,5°C,
HE CBsI3aHHAs ¢ MH(EKIuei

Ycranoctsb CyObeKTUBHOE OIIYIICHHE

MOBBIIIICHHOM YTOMIIICMOCTH

2. CycraBHble nposiBieHUs (JitoOble U3 NepeurciieHHbIX Hike™ 0,5 Oanna)

Aptput Heapo3uBHBIN apTPUT € TOPaKEHUEM
JBYX U Ooiiee nepudepruuecKkux
CYCTaBOB (3amsICThs, JUCTAIbHBIC NN
MPOKCUMAaJbHbIE MEK(alaHTOBBIE,
MsICTHO-(aJIaHTOBbIC)

ApTpairuu Jloxanu3oBaHnHas 00Jb 6€3
OOBEKTHBHBIX CHMIITOMOB BOCIIAJICHUS
JBYX U Ooiiee nepudepruuecKkux
CYCTaBOB

3a. AKTUBHBIE KOKHO-CIIM3UCTHIC MPOSIBIICHUS

DpHUTEMATO3HAS ChIIlb B CKYJOBOM | @UKCUPOBaHHAs 3pUTEMA — IJIOCKAs

obnactu WJIM BO3BBIIIAONIASCS B CKYJIOBOM
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00JIaCTH C TEHJICHIIUEN K
pacrpocTpaHEeHHIO Ha HOCOTYOHYIO
00J1aCTh

['enepanm3oBaHHasI CHITIH [IaTHUCTO-TIATy IE3HASI CHITIb, HE
CBsI3aHHAS C IPHEMOM JIeKapcTB. MoXKeT
OBITH Ha JIIDOOM Y4YacCTKe Tejla BHE
3aBHCHMOCTH OT MPEOBIBAHUS HA COJTHIIC

JluckouHas ChlIb DpureMaTo3Has Ui
JEUTMEHTUPOBAHHASI BO3BBILIAKOLIASCS
OJISIIIIKA C IPUPOCIIECH KepaTUUECKOM
YeIyHKOW UIH (POJUTUKYIISIPHOMN
pOoOKOi

KoxHbIi1 BacKynut Bxitoyast aurutanbHbIe SI3BBI, MYPIYpY,
KpaIMBHHUILY, OYJUI€3HbIE BBICHITIAHUS

S13BBI pOTOBOM MOJOCTH S13BBI BO PTY WJIM HOCOIJIOTKE, OOBIYHO
0e300J1e3HEHHBIE, OOHAPYKUBAEMbIE
BpauoM

30. Pa3BuTHe KOKHO-CIU3HUCTHIX MposiBIeHui (* 1 0amn, ecnu
BbIILICHA3BaHHbIE MIPU3HAKH MOSBISIOTCS BHOBB;

€CJIi OTMEYAETCsl HApaCTAHHUE BBIPAKEHHOCTHU MPU3HAKOB I1OCIJIE OCIEAHETO
HaOoIeHus, To + 1 6amr)

4. Muo3sut (* 2 6ana, eciiv MOATBEPK/I€H MOBBIILIEHHBIMU YPOBHAMHU
KpeaTtuH(}ochOoKrHA3BI U/WIH METOAOM 3JIEKTPOMHUOTpapuu, UK
THUCTOJIOTUYECKUM UCCIIEOBAHUEM )

5. llepukapaut (* 1 6ay1, eciau MOATBEPHKICH C TTOMOIIBIO AJIEKTPO- HIIH
sXoKapauorpaduu, WIIK BRICIYIITUBACTCS IITYM TPESHHS TIEPUKaIa MpU
ayCKYJIbTaIliN )

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

Backynut kuimeyHuka OueBuHBIC MPU3HAKUA OCTPOTO
BACKYyJIMTA KUIIIEYHUKA

AcenTu4eCKnil IEPUTOHUT BbINOT B OpIOIIHOM NOJIOCTH NpU
OTCYTCTBUHU UH(PEKINU

7. Jlerounsie nposiBACHUS (JI0ObIE U MEPEUUCICHHBIX HIDKE * 1 0amr)

[LneBpur ANre3uBHBIN WIN SKCCYaTUBHBIN,
MOJITBEPKICHHBIN ayCKYJIbTATUBHO WJIIN
PEHTIEHOJIOTUYECKHU

[TaeBMOHUT Eyangnbie mim MHOKECTBEHHBIE

34TCMHCHH:A HAa PCHTTCHOI'PaMMC,
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OTpaXKarolue aKTUBHOCTH 3a00JICBaHUS
U HE CBsI3aHHBIC ¢ MHGEKIen

[Iporpeccupyroias oAbIIIKa

8. IlcuxoneBpooruueckue mposiBieHus (Jro0ble U3 cieayromux * 2 6ana)

["onoBHas 607B/MUTPEHB

HenaBHo pa3BuBIIasACs, CTOMKas WIH
MIEPCUCTUPYIOLIAs,
MaJIOUyBCTBUTEIIbHAS K AaHAIBI€TUKAM,
HO YYBCTBUTEJIbHAS K
[IFOKOKOPTUKOCTEPOUIAM

ONUNPUCTYTIBI Marnbie niu 00abIINE TPUTIATKT U
XOPEOKMHETUYECKUN CUHIIPOM, HE
SBIISIOIINECS CJIEICTBUEM MOOOYHOTO
JIEUCTBUS JIEKAPCTB U META0OIMYECKHUX
HapyLICHUI

NucynbT -

OHuedanonatus CHM>XEeHUE NaMsITH, OPUCHTAIIUH,
BOCIPUSTHS, CHIOCOOHOCTH K CUETY

ITcuxo3bl IIpu oTCcyTCTBHUM NENUCTBUS JIEKAPCTB

9a. [loueunsie nposiBiieHUs (JH00BIC U3 MEPEUUCIICHHBIX HIDKE * 0,5 Oarna)

[Iporennypus

Cyrounas npoteunypus 6osee 0,5 r/cyT

MoueBoi 0caJioK

DpUTPOLUTYpHUS, TUIUHAPYPHUS

I'emarypus

Makpockonuyeckas Win
MHKPOCKOTIMYECKAasI

[loBbIlIEHHE YPOBHS KpEaTUHUHA
WJIM CHWKEHHE KIMpEHCca
KpEeaTuHUHA

90. Pa3BuTue noueyHsIx nposBieHui (* 2 6anna, eciu Jr000it u3

BBIIMICTICPCUYUCIICHHBIX IIPU3HAKOB ITIOPAKCHUA ITIOYCK BBIABJIAIOT BHOBb HJIN

HAOJIOMAIOT YXY/IIIIEHNE TT0 CPABHEHUIO C TIOCIECIHUM HAOIIOICHUEM )

10. 'emaTonornueckue nmpu3Haky (J1r00bIe U3 MEPEUNCICHHBIX HUXe * 1 6armn)

Heremomutnueckasd anemMus

KyMOc-HeratuBHasi TMIIOXpOMHAS UITH
HOPMOXpOMHas anemusi 6e3
PETHKYJIOINTO3a

['eMoymnTHUEecKast aHeEMUA

KyMOc-nio3uTuBHAasI reMouTHYECKas
aHEMHSI C PETUKYJIOLIMTO30M

JleikomneHus

Menee 3500, unu mumdorieHuss MeHee
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1500 B MKI1

TpombouuTOneHUs Menee 100 000 B MK

11. Cxopocts ocenanus sputporuton (COI)

> 25 MM/4 IpU OTCYTCTBUU APYTUX MPUUHH

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

C3 Panuansnas nuddysus umum
HedenomeTpus
CH50 CraHgapTHBIA T€MOJIUTUYECKUN METOT

120. Pa3BuBaromascsi THIIOKOMILIEMEHTEMUS

(

1 Gann npu 3HaYUTEILHOM CHY)KEHUU ypoBHs kKoMruiemeHTa (C4) no
CPABHEHUIO € MOCJIETHUM HAOIIOACHUEM

duHaNBHBINA CUET

Ecaiu MUO3UT, NCUXOHEBPOJOTMYECKUE U TOYEYHBIE CHUMITOMBI —
CMHCTBEHHBIC MPOSIBICHUS cpeau MyHKToB 1-10, ciemyer mo6aButh 2 Oana.
Ecau cymmaphbiil 0anin — He 1eJ10€ YUCI0, TO OKPYIVIMTh 10 MEHBIIETO 4YHciia
pu 3HaueHUU < 6 U 10 OOJIBIIETO YKCIa MPU 3HAYEHUW > 6. Ecnu cymmapHbIi
6amn > 10, okpyrnute g0 10. Untepmperarus: 0—-5 OainoB — MUHUMAaIbHAs
CTEMEeHb aKTUBHOCTU;, 6—9 0aioB — cpedHsisa cTeneHb akTuBHOCTH; 10 U Oosee

0aJIJIOB — BBICOKAS CTCIIEHh AKTUBHOCTH.

Ilpumeuanue. OLeHKa aKTUBHOCTH CUCTEMHOW KpPACHOW BOJTYAHKH IO
mkane ECLAM npumensiercs st KOHTpPosist 3(PQPEKTUBHOCTH MPOBOJUMOMN
TEparvu.

O]_ICHKa aKTUBHOCTH CHCTEMHOU KpaCHOﬁ BOJIYaHKH II0 KIIMHHYCCKHUM

MIPOSIBIICHUSAM
CreneHbp aKTHBHOCTH Knvnuuyeckue nmposiBjieHUst

Bricokast aktuBHOCTS (111 * Bricokas muxopanka
CTEIICHb ) * BripaxkeHHbIE U3MEHEHUS CO

CTOPOHBI BHYTPEHHUX OpraHoB (HedpuT
C He(DPOTUYECKUM CHHIPOMOM,

OQHIOMHNOKAPIHNT,
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AKCCYAATUBHBIN MEpUKapIUT U/UITU
IJIEBPUT); TSKENIOE MOpaKeHHUE
LEHTPAJIbHOM HEPBHOM

CUCTEMBI, KOXKH (JepMaTuT),
OTIOPHO-ABUTATEIILHOIO arnmnapara
(OCTpBIi OTUAPTPUT W/WITH
MTOJIMMUO3HUT)

* CKOpOCTb OCEIaHus
sputporuToB (COI) 6omnee 45 Mm/u

* AHTHHYKJIEApHBII (aKkTop
(AH®) u antutena k JJTHK — B
BBICOKOM THUTpPE

* 3HAYUTEIIBHOE CHUKECHUE
00111e# TeMOJTUTUYECKOU aKTUBHOCTH
KOMIUIEMEHTA U €ro KOMIIOHEHTOB C3,
C4

* «BomyaHOYHBIN KpU3»:
GbyHKIHMOHATBHAS HEAOCTATOYHOCTD
Kakoro-im0o opraHa Ha (poHe
Ype3MEpPHO

BBICOKOM aKTUBHOCTH
MaTOJOTUYECKOTO MpoIiecca

YmMmepennas aktuBHOCTH (11
CTETICHB )

JIuxopaaka oObIYHO
cyodedprpHas

* [Tonmmaprpanruu wim
MOJTMAPTPUT

* Jlepmatut

* YMepeHHas peaxkiuus co
CTOPOHBI CEPO3HBIX 000I0UEK

* Hedput 6e3 HeppoTruyeckoro
CUHApPOMA U HApYIICHUS TOUYEUHBIX
dbyHKIUH

* COD noBblIEHA B IIpEeax
2545 Mmm/g

* AHO®, anturena k JIHK,
UPKYJIUPYIONTUE UMMYHHBIC
KOMILJIEKCHl — B YMEPEHHOM TUTPE

Hu3zkas aktuBHOCTS (1
CTEIEHb)

» O01I€Ee COCTOSTHHE TTallEeHTa
OOBIYHO HE HAPYIIEHO
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« JlJabopaTopHbIe moKa3aTen
W3MEHEHEI MAJIO

* [Ipu3Haku mopaxeHusI
BHYTPEHHUX OPTaHOB OIPEICIISFOTCS
TOJIKO TIPH KOMIUICKCHOM
UHCTPYMCHTAJILHOM

00ciIeJ0BaHUU

* Hestpkue niposiBicHuUS
KOKHOT'O M CYCTaBHOT'O CHHIPOMOB

Pemuccus * OTCcyTCTBHE y MAllUEHTa
KIMHUYECKHUX U JIa0OPaTOPHBIX
IIPU3HAKOB AKTUBHOCTH IpoLecca

Jns TUCKOWAKOM KpAacHOW BOJMYAHKH XApPAaKTEPHBI TPHU KapAWHAIBHBIX
IpU3HAKa: SpUTEMa, TUIEPKEPATO3 (LIETYIIEHUE KOXKH), aTpoPusl.

1. OOmwuit aHaIM3 MOYH

2. buoxumuyeckui aHanu3 KpPOBH: TUIIEPITPOTENHEMHUS u
JTUCIIPOTEMHEMHUSI, TJIABHBIM 00pa30oM 3a CUET TureprammariiooynuHemuu. B o-
r100YyIMHOBOM (DpaKkMi HAXOJIUTCS BOJYAHOYHBIN (DAKTOp, OTBETCTBEHHBIN 3a
oOpa3zoBanue LE-knetok, u jpyrue aHTHUKyKJIeapHbie (GakTopbl. BbIpaskeHbl
OMOXUMHUYECKUE TPU3HAKK BOCHAJCHHS: TMOBBIIICHO COJIEP)KAHUE CHAJIOBBIX
KUCJIOT, (QuOpUHA, CEepOMYyKOHIa, TranTorioouHa mnossisercs C-peakTUBHBIN
MPOTEUH.

3. IMMyHOJIOTHYECKHE WCCICOBAHUS KPOBU: KPHUOMPCIUITUTHHEI,
antutena k JHK, antunykineapueiii ¢akrop (AH®). Anturena k JHK
OTIPEJICIISIIOTCSA PeaKIMel TMacCUBHOW TeMarryiloTUHAIIMU, B KOTOpPOW OapaHbH
sputpouuThl Harpyxensl JIHK, a Takke MeTOI0M paJlMOMMMYHHOTO CBSI3bIBAHUS
meueHHot mo woxy HJIHK u umMmmynodmoopecuenmuu. Y 30-40% O0abHBIX
ONpENENSIOTCA aHTUTeNa K aHTureHy Cmurta (pa3HOBUIHOCTh AHTHUHYKJICAPHBIX
antuten). AH® ssnsercs IgG, HamnpaBlieHHBIM TPOTHUB sJIep KJIETOK OOJILHOTO,
oTpeeNsieTCs] UMMYHO(MITIOOPECIICHTHBIM METO/IOM. B KadecTBe aHTUTEHHOTO
Matepuaia OepyT cpe3bl KPBICMHOM TieYeHH, Ooratoi sapaMH, Ha KOTOpbIC
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HACJIaWBAIOT CHIBOPOTKY OOJILHOTO U MeuUeHbIe ()IFOOPECIIMHOM aHTHUTIOOYIUHBI.
Jlns  CKB nambonee xapaktepHo mnepudepudeckoe, KpaeBo€ CBEUCHHUE,
oOycnopneHHoe HanmnuueM anturten K JJHK, u Beicokuil TuTp 3T0M peakiuu, 6omee
1:1000. Ilenecoobpaszno uccnenoBanrue komiiemenTa CHsy 1 €ro KOMIIOHEHTOB,
CHI)KEHHE KOTOPBIX KOppENUpyeT C aKTUBHOCTHIO Jtomyc-Hedputa. Hepeako
UMEeT MECTO CHIKEHHWE KoJudecTBa U (DYHKIMOHAIBHOM aKkTUBHOCTH T-
AUMQOLUTOB, B TOM uMcie T-cympeccopoB, U runepdyHkunoHupoBaHue B-
JUM(OIUTOB, TUNIEP- U JUCUMMYHOTJIOOYIMHEMUsT (YBEJIMUYEHUE COJEp>KaHUS B
kpoBu IgG, IgM). C nmomoupio crienualtbHbIX METOAOB BBIABIIAIOT aHTHUTENA K
nelikonuTaM (rpanynonuTtaM, B-knetkam, T-kineTkam), TpoMOOITUTaM.

4. CepoJoru4ecKkre MCCIENOBaHUs KPOBU - BO3MOXKHA IMOJIOKUTEIbHAS
peakuus Baccepmana.

5. HccnenoBanue OHuoncuitHOro Marepuaja  IOYEK, KOXH,
AUM(PATUYECKUX Y3J0B, CHHOBUHU BBISABISET XapaKTEpHbIE T'MCTOJIOTHYECKUE
WU3MEHEHMS: TATOJIOTHIO SJI€p, BOJYAHOUYHBIM TJIOMEPYJIOHEPPUT, BACKYJIHTHI,
JE30pPTaHA3ALUI0  COCAUHUTEIBHOW  TKaHW, IIOJIOXKUTEIBHBIE  PE3YJbTaThl
UMMYHO(IJIFOOPECIICHITUH.

6. JlocTtaTo4HO 4acTO B CHIBOPOTKE KPOBU OOJILHBIX CUCTEMHOM KPacHOM
BOJTYAHKOW OOHAPYKUBAIOTCS:

1. anrturena k paxropam cBepthiBanus VIII, IX u XII (moBeimaroT puck
KPOBOTEUEHH U BBI3BIBAIOT TPOMOOIIMTONICHUIO);

2. adTuTea K dbochonunuaam (3a7epKUBAIOT BBIJICJICHUE
NPOCTALMKIMHA W3 DHIOTENMS, YTO TMOBBIIIAET arperamuio TPOMOOLIMTOB U

npeapacmnoiaraet K TpoM003am).

7. HUccrnenoBanue CHUHHOMO3TOBOM JKUAKOCTH (IIpU  MOpaXEHUU
HEPBHOM CHCTEMBbI): TOBBIIEHWE cojepkanus Oenka (0.5-1 /1), TIeonuTos,
MOBBLIIIICHUE JIaBJICHUS, CHI)KEHUE COJIEPKAHUS TIJIFOKO3bl, YBEJIMYCHHUE YPOBHS
IgG (xoHieHTpanus ero Beie 6 T/11 Beeraa ykasbiBaeT Ha nopaxkenue [[HC mpu

CUCTEMHOM KpacCHOW BOTYAHKE).
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8. KommbroTepHass Tomorpadus roJIOBHOTO MO3ra: MpH NOPAKEHUU
HEPBHOW CHUCTEMBI BBISBISIOTCA HEOOJBIINE 30HBI MH(pApPKTa M TeMOpparuu B
rOJIOBHOM MO3r€, pacuupeHue 60po3, nepedpaibHas atpodus dyepes 5.5 ner or
Hayajga CUCTEMHOM KpPAaCHOW BOJIYAHKH, KHCTBI T'OJIOBHOTO MO3ra, paclIMpEeHue
MOJMAYTUHHBIX MPOCTPAHCTB, KEITYJOUKOB U 0a3aJIbHBIX [IUCTEPH.

9. Pentrenorpadus CyCTaBOB: snudU3apHBIT OCTEONOPO3
IIPEUMYLIECTBEHHO B CyCTaBaX KHCTEM, peXe - B 3aISCTHO-ISICTHBIX H
Jy4Ye3arsiCTHBIX CyCTaBaX, WCTOHUYEHHE CYOXOHJpalbHBIX IUIACTUHOK, MEJKUE
y3yphl CyCTaBHBIX KocTel (uib B 1-5% ciiyyaeB) ¢ MOJBbIBUXaMHU.

10. buornicusi CHHOBaNBHOW 000IOYKHU: OCTPBINA MM MOJAOCTPHII CHHOBUT C
«OeHOM» KJIETOYHOM peaklue, 3HAYUTEIbHOW SJAECpPHOW MaTOJOTHEH W
O0OHapy>KEHHEM IeMaTOKCUIIMHOBBIX TeJell.

11. UccnenoBaHne CHUHOBAJIBHOM KHJIKOCTH: JKUAKOCTb IpO3pauHasd,

Bs3Kasid, € HEOOJIBIITIM YHCIIOM J'IGﬁKOI.[PITOB u Hp€06.]'[aI[aHHCM MOHOHYKIJICAPHBIX

KJIETOK.

HccaenoBanusi, (pOBOAUMBbIC B HEJAX YCTAHOBJICHHUA IMArHO3A:

* ompeaejcHUE AHTHHYKJIEApPHOIo (pakTopa;

* ompelejieHHe aHTUTEJ K SM-aHTUTEHY;

* mpoBeaeHue peakuuu Kymoca;

e omnpeaejeHue antures K ApycnupaiasHoii IHK;

* IpoBeJcHHE TecTa HA BbISIBJICHUE BOJIYAHOYHOI'0
AHTHKOATYJISIHTA;

* AxTuxkapauounux IgG;

* KOMILJIEMEHT NPOTEHHOB;

* MpoBeAcHHUE peakuu Baccepmana;

* ONpeleleHHe aHTHHEUTPO(YUIBHBIX IMTOIUIA3MATHUYECKUX aHTUTEIN
SLc70 u anTUTEN K puOOHYKIICONPOTEUHY;

*  OmpeAeseHHe CKOPOCTH KITyOOUKOBOU (PUIIbTpALIMU MTOYEK;

« omnpenenenne anturen K PHK-nomumepasze (Ro-antureny) wu

nporteuny, Bxoasauiemy B cocraB PHK (La-anTtureny);
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JludbdepeHmaapHasg IMArHOCTUKA

CucTteMHYI0 KpacHyl BONYaHKy JuddepeHIUpyioT ¢  JIpYTHMH
TG ¢y3HBIMH OOJIE3HSAMU COEAMHUTEIBHON TKaHHW, a TAKKE C PEBMOKApIUTOM,
3aTSHKHBIM ~ CENTUYECKUM  DHAOKAPAUTOM,  PEBMATOMAHBIM  apTPHUTOM,
remo0JiacTo3aMu,  JIeKapCTBeHHOM  OonesHbrto. Ilpu  muddepennmanbHon
JUArHOCTUKE CUCTEMHOM KpAacHOM BOJYAHKM W PEBMOKApAWTA YUHUTHIBAIOT
HaJau4yue Yy OOJIbHBIX CHUCTEMHOM  KpacHOW  BOJYAHKOM  JICHKOIEHUH,
TPOMOOLIUTONIEHUH, OTCYTCTBUE Y HUX MPECUCTOIUYECKOrO LIyMa, HU3KUE TUTPHI
MPOTUBOCTPENTOKOKKOBBIX AHTUTEN, COYETAHHE KapJUAIbHON TMAaTOJOTUU C
muMmpaneHonatueii, nporeunypueid. Ilpum auddepeHumanbHOM aUarHo3e ¢
3aTSOKHBIM ~ CENTUYECKUM  SHJOKapIUTOM OpPHUEHTUPYIOTCS Ha  pPE3yJIbTaTbl
OaKTEepUOJIOTUYECKOTO  MCCIEAOBAHUS KPOBH, YacTO AOPTAIbHBI  TOPOK

BCTPCUACTCA IIPHU CCIITUICCKOM SHAOKAPINUTC.

Omauuue XpoHu4ecKko2o noIUapmpuma npu CUCMeMHOU KPACHOU

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

CucremHas kpacHas .
[Ipu3Haku PeBMaTOnIHbBIN apTPUT
BOJTYaHKA
XapakTep NopakKeHus
Murpupyrommn [Iporpeccupyromui
CyCTaBOB
Y TpeHHSA
XapakTepHa Bripaxxena
CKOBaHHOCTb
[Ipexonsiue
crubarenbHbIe XapakTepHsl HexapakrepHsl
KOHTPAKTYpbI
Jlecdbopmarus
dop MuHuManbHast, Mo3aHAs 3HaUNUTENbHAS
CyCTaBOB
[IpeuMy1iecTBEHHOE
MexaHu3m pa3BUTHS JlecTpyKuus CyXOKHIbHO-
. MOPa>KEHUE CBSI30YHOTO .
nedopmaruii CYyCTaBHBIX ITIOBEPXHOCTEN
arrapara v MbILIIL
Hapymenue ¢pynkuuu [HesHauntenbHoe 3HAUYNUTEITBHOE
DpO3UH KOCTEN HexapakrepHsl TUnu4HbI
AHKHUJTIO3bI HecBolicTBeHHBI XapakTepHbI
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XPpOHUYECKUH

Mopdonoruueckas  |[logoCcTpblii CHHOBUT C TUNEPILIACTUYECKU T
KapTUHA SIZIEPHOM MTaTOJIOTUEN CHUHOBHT C 00pa30BaHHEM
IIaHHYCa
. OO6nHapyxuBaercs ..
PeBmaTouHbIN CTOMKUIA, B BBICOKUX

HCIIOCTOAHHO, B HU3KHUX

80% 6
TUTpax y 5-25% OOJbHBIX TuTpax y 80% OOMbHBIX

dakTop

[lonoxurenpapid LE-
. VYV 86% 00JIBHBIX YV 5-15% 0O0JIbHBIX
KJIETOYHBIU TECT

B ommmunme OT peBMaTOMAHOrO apTpUTa CYCTaBHOW CHUHAPOM IpPH
CUCTEMHOU KPACHON BOJIYAHKE YACTO COYETAECTCS C MOJIMCEPO3UTOM, MOPAKEHUEM
KOXM M HE SBISETCS  OCHOBHBIM  CHUMIOTOMOM  3a0oisieBanus. [lpum
U depeHIMaIbHOM JUarHo3e CUCTEMHOM KpacHOM BOJYAaHKH M HEKOTOPBIX
remMo0JacTo30B (OCTpBIM JIEHKO3, MHENIOMHasg O0JIe3Hb, JUMQOTrpaHyJIeMaTo3)
CJIElyeT OCHOBBIBATHCSA HA JAHHBIX MOP(OJIOTHYECKOT0 HCCIEHOBAHUS KOCTHOTO
Mo3ra U JuM¢aTHYeCKUX y350B. JlekapcTBeHHass 00Jie3Hb HEPEIKO HAallOMHHAET
CUCTEMHYIO KpPacHyl0 BOJYaHKY. [IpaBHJIbBHOMY AMAarHo3y crnocoOCTBYET MHOTrIa
HAOJIIOJIEHUE 3a TEYEHHEM 3a00JIeBaHUs, YAaCTOE MOPaKEHUE MOYEK M Haludue
OonbIoro konuyecTsa LE-kineTok mpu cucTeMHOM KpacHOW BOJTYAHKE.

HacrosarensHo pekomenayeTcs npu nono3peHuu Ha Hanuuue CKB y
NalMeHTa UCKITIOYUTh 3a00J1€BaHMsl, KOTOPbIE MOTYT MPOTEKATh C MOXOXKEN
KIIMHUYECKON CUMIITOMATUKOM:

* CUCTEMHBIN FOBEHUJIbHBINA NINONIATUYECKUN apTPUT;

* FOBEHUJIBHBIN 1I€PMAaTOMHUO3UT;

* OCTpasl peBMaTUYECKAs JIUXOPAIKA;

* 0one3ns llenneiina—I eHoxa;

* IEPBUYHBIN aHTU(POCHOIUNUIHBII CUHAPOM;

* Y3€JIKOBBIN [TOJIMAPTEPUNT;

* MUKPOCKOITMYECKUI MOJTUAHTHUT;

* CUCTEMHBIN CKJIEPO3 U JIP.;

* reMaToJIoruueckue 3a00seBanus (TeMOIUTHYECKasi aHEMHUS,

UMOMaTHIeCcKasi TPOMOOIUTONIEHUYECKAs MypITypa);
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* rumdonponudepaTuBHbIe 3a007eBaHus (JTUMpOTpaHyIeMaTos,
aumdoma);

 uadexuu (6oppennos uinu 6ose3ns Jlaiima);

* BupycHbie renatutsl B u C ¢ BHENEYEHOUHBIMU MTPOSIBJICHUSMU;

* TYOepKYyJIes;

* cuduuc;

* HIEPCUHUO3;

* BUPYC UMMYHOJIe(PUIINTA YETIOBEKA;

* BOCHIAJIUTEIbHBIE 3a00JI€BaHUsI KUIIICUYHUKA (SI3BEHHBIN KOJIUT C
CHUCTEMHBIMH MPOSIBICHUSAMHU, 00J1€3Hb KpoHa);

* 00JIe3HM MoYeK (TIoMepyoHeppuUT U 11p.);

* UHGEKIIMOHHBIN YHAOKAPIAUT;

* IEKAPCTBEHHAS BOJYaHKA U MapaHEOIIACTUYECKUN
BOJTYaHOYHOTIOOOHBIN CUHAPOM.

Jleuenue

Tepanusg  cHUCTEMHOM  KpacHOM  BOJYAHKM  BKIIIOYAET  KOMILUIEKC
MEpOIPUATHUNA, HAMPABIECHHBIX HA MOJABJIEHUWE aKTUBHOCTH Mpouecca, 00pb0y c
OCJIO)KHCHHSIMHU, TIOBBIIIEHHE HWMMYHOOHOJOTUYECKUX CBOMCTB OpraHu3Ma.
CpenctBoM BbIOOpa TPH JICUCHUH OOJBHBIX CHUCTEMHOM KPacHOW BOJYAHKON B
HACTOSAIEE BpEMs SIBISIOTCS TJIFOKOKOPTHUKOUIHBIE TOPMOHBI. AOCOJIOTHBIM
MOKA3aHUEM K HA3HAUYEHUIO TIIOKOKOPTUKOWIOB SIBJISIIOTCS OCTpas, MOAOCTpas U
o0oCcTpeHrne XPOHUYECKOW CHCTEMHOM KpacHOUW BoidaHku. M3 Bcex mpemapaToB
OTHAIOT TMPEANOYTEHUE MPETHU30JIOHY, BBI3BIBAIOIIEMY MEHBIIE MOOOYHBIX
s dekToB.

Jlo3a npemnapara 3aBUCUT OT OCTPOTHI TEUEHUS U aKTUBHOCTH MPOIIEcca.

e BOJBHBIM C OCTPBIM M MOAOCTPbIM TeueHneM mpu Il crenenu
aKTUBHOCTHU HazHayatoT 40-60 Mr npeIHU30J10Ha B CYTKH,

e 1pu Il crenenu aktuBHOCTH — 30-50 MT.
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[Ipu BBIOOpPE MO3BI ClEmMyeT TakKe PYKOBOJCTBOBATHCS XapaKTEPOM
OpraHHbIX MopaxeHuu. [Ipy aKkTUBHOM MOJIMAPTPUTE HA3ZHAYAIOTCS Majble M
cpenHue 1036l npeanu3oiona (20-30 mr), npu NopaXxeHUU LEHTPATLHON HEPBHOM
CUCTEMBI, HE(YPOTHUESCKOM CHHIPOME Ha3HAYAIOTCSI BHICOKHE J03bI TIPETHU30I0OHA
— 50-60 wmr. Ilocne monmaBiieHMH AKTUBHOCTU J03Y MOCTENEHHO CHIKAIOT U
MepexoIsIT Ha MOJJICPKUBAIONTYIO Tepanuio MaiasiMu jo3amu (10-20 wmr). Jlozy
MPETHU30JI0HA CHUXKAIOT HA 2-2,5 MI' B HENENI0, a B JajJbHEHIIEM Ha 2,5 MI B
Mecsn. CymecTByeT METOJ NPUMEHEHHS YIAPHBIX 103 TIIFOKOKOPTUKOUAOB Y
OOJBHBIX CHCTEMHOM KpacHOM BoylaHKOW (mysbc-tepanust). Ilpu 3Tom BBOIAT
KarnenabHo B TeueHne 30-40 MUH MpeIHU30J0H WK 6-METUIPEIHU30I0H B J103€
800-1000 Mr B cyTku B TeueHue 3 nHel. B mocnemnyromiem OOJbHBIM Ha3HA4YarOT
WU BO30OHOBJISIIOT NMPUMEHEHHUE TIIIOKOKOPTUKOUIOB BHYTph B j03e 40-60 wmr.
NMMyHOETIpeCCaHThl WM IIUTOCTATUKU TPUMEHSIOT Y OOJBHBIX CHUCTEMHOM
KpacHOM BoJYaHKOW mnpu HedPYEKTUBHOCTH WM Majgod 3(PPEeKTUBHOCTH
MPEIHU30JI0HA, a TaKXKEe MPU HEOOXOJUMOCTH MPOJOJDKEHHS TEparud B Cilydae
OCIIO)KHEHHM, BBI3BAaHHBIX TIIIOKOKOpTHUKOMAaMmHu. Haubonee s exTuBHBI
azatrvonpuH u 1ukiIodochan. IlpousBognbie 4-aMUHOXUHOJIMHOBOTO psija
(XJIOpOXHH, NIeJarui) MoKa3aHbl MPU XPOHUYECKOM TEYCHUH CHUCTEMHOM KpacHOM
BOJTYAHKH C MOPAXKEHUEM KOXXHM M CYCTaBOB. JTHU IMpPENapaTbl MOTYT IPUMEHSThHCS
B COUYETAHUU C TIIOKOKOPTUKOUIHBIMH TOPMOHAMHM, YTO MO3BOJSET YMEHBIIUTH
7103y TOPMOHOB. M3 rpynnel HECTEPOUAHBIX MPOTUBOBOCIIAIIMTENIBHBIX MPENAPATOB
MpU CUCTEMHOM KpacHOW BOJIYAHKE MPUMEHSIOT CAJMIWIATHI, MHUPA30JIOHOBHIC
npenaparbl, UHJIOMETAIlMH B OOBIYHBIX JIO3UPOBKAX. JTU Mpenaparhl YCUIMBAIOT
ekt rimorokopTukou10B. [Ipu nmopaxenuu moyek, a Takxe npu Hanuuuu JIBC-
CUHJpOMa MPUMEHSIOT AHTUKOATyJSHTHl (TeMapuH), Mpenaparbl, YTrHETAIOIIUE
arperamuro TPOMOOITUTOB (kypaHTHI, MIEPCOHTHUH), yIIy4IIaroue
MUKPOLIMPKYJISIUIO  (PEOMOJUIIIIOKMH, TpeHTaln). B  HEeKoTopbIX ciydasx,
PE3UCTEHTHBIX K MPOBOJUMOM Tepamuu, MoKa3aHo MPOBeACHHE TazMadepesa —

yIajieHus B OOJBINX KOJTMYECTBAX IMIa3Mbl OOJTBHBIX WU T€MOCOPOITUH.
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CoBepuieHcTBOBaHME 3HaHUs uMMMyHonartoreHe3a CKB mnosnekiio 3a
co0oif pa3pabOTKy W BHEAPEHHWE MPHUHIMIHNAILHO HOBOTO HAaIpaBICHUS —
NPUMEHEHUE T€HHO—MHXXEHEPHBIX OMOJIOTMYECKUX IpenapaToB.  XOpOIIO
U3BECTHO, 4TO (hyHIaMEHTaIbHOE 3HAUCHUE MTPH ayTOMMMYHHBIX 3a00JIeBaHUAX, U
B nepByto odepeab npu CKB, umeror B—kneTku, OTBETCTBEHHBIE 3a CHHTE3
ayTOAHTUTEI M TMPE3CHTUPOBAHUE AayTOAHTUIeHOB T—kierkam. Putykcumad
IPEACTaBIIET COO0M PEKOMOMHAHTHBIE XMMEPHBIE MOHOKJIOHAJIbHBIE AHTHUTENA K
MOBEPXHOCTHBIM perentopam JumdornutoB — CD20. [leiicTBue puTykcumada
HAIIpaBJICHO Ha NOJABJIEHNUE aKTUBHOCTH B—KIIETOK 3a CUET aHTUTEN0—3aBUCHUMOU
KJIETOYHOM M KOMIUIEMEHT—3aBUCUMOM LIUTOTOKCUYHOCTH, MTHTUOULIUU KIIETOYHON
nponudepaui U UHAYKIUU anonto3a B—mumdonmtoB. OCHOBHON MUIIEHBIO
pUTyKCMMaba SBISIOTCS KJIETKU—TIPENIIECTBEHHUKH, He3penble, 3penbie B—
JTUM(DOIUTHI, 32 UCKIIOYCHUEM TUIa3MAaTUYECKUX KIIETOK, HA MeMOpaHax KOTOPBIX
CD20 =ne oskcnpeccupyercs. [lokazaHmeM K Ha3HAQ4YE€HHIO IIpenapara B
MOJIABJISIIONIEM OOJIBIIMHCTBE CIIy4aeB SBWIOCH TSDKEJIOE Te€UeHHE 3a00seBaHus,
pedpakrepHoe K CTaHIApTHBIM MeToaaMm JedeHus Knunudeckuit s¢dekr
pUTYKCMMaba COIMPOBOXKIAETCSA MOJIOKUTEIbHOW JUHAMUKONW MOPQOIOTHYECKHX
U3MEHEHU B KIyOOYKax IO JaHHBIM TOBTOpHBIX Oworcuit. Hapsgy c
MO/ABJICHUEM AaKTUBHOCTH BOJYAaHOUYHOTO HedpuTa, OTMEYAEThCSA JCHCTBUE
puTykcuMaba Ha oJKcTpapeHaibHble mposiBiieHns CKB (KOXHBIM CHHIPOM,
nopaxenue [THC, aptpur).

bemnmyma6 (Belimumab, BENLYSTA, GlaxoSmithKline) — nosHocTbio
YeJOBEYECKHE  PEKOMOMHAHTHbIE  MOHOKJIOHanbHbie  aHTHTena  (IgGlA),
npefoTBpamarT B3auMozehcTteue pBLyS ¢ KJIETOUYHBIMM  pelentopamu
ayTOPEaKTUBHBIX «IEPEeXOAHBIX» (transitional) u HauBHbIX B-kietok [28, 29], uto
OpUBOJUT K  noaaBieHuto  xapaktepHoit gus  CKB — B-knerounoii
TUTNEPPEaKTUBHOCTH, B YAaCTHOCTH CHHTe3a ayroaHTuTen. Kpome Toro, Grmokana
BLyS Mo»xeT npuBOAUTh K CHUKEHHUIO BBDKMBAEMOCTH B-KIETOK B POCTKOBBIX
neHTpax JuMQGOUAHBIX opraHoB, auddepeHnupoBke B-kineToxk mnamMATH B

AYTOAHTUTCIIO-IIPOAYLHUPYIOIIHNEC KICTKW W CHHTC3Y «IIPOBOCHAINTCIBHBIX)
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uutoknHoB  (MJI21, WJI17 wu np.), KOTOpblE WIPalOT BaXHYH pOJb B
ummyHonatoreHeze CKB. bennmymad — mepswiii MBI, xotopslii crnenuaibHO
paspaboran s euenuss CKB.

CanaTopHO-KYpOpPTHOE JiedeHHUE OOJbHBIM HE T0Ka3aHO. boJbHBIM
HY)KHO M30eraTh MHCOJISIIIUU, MEePEeOXJIaXKICHUs, BBEICHUS Pa3IUYHBIX BAKIUH U
CBIBOPOTOK, (PU3MOTEpaneBTUUECKUX IMpolenyp. bojabHble CUCTEMHON KpacHOM
BOJTYAHKOM JTOJDKHBI HAXOUTHCS O] TIOCTOSTHHBIM JUCTIAHCEPHBIM HAOIIOACHUEM.
[IporHo3 mpu CUCTEMHON KpacHOW BOJYAHKE, OCOOEHHO IMPU OCTPOM TEUYEHUH,
HeOnaronpusaTHbIA. [Ipu COBpeMEHHBIX MeETOJaxX JIEYeHHsS CHCTEMHOM KpacHOU
BOJTYAHKH 3HAYUTEIBHO YBEIUYUBACTCS MPOJOJLKUTEIIBHOCTD KU3HU OOIBHBIX (10
10 u Goiee ner).

JleyeHnne B ciayuae Kpu3McoB

1.AyTOMMMYHHBIII KpH3

1. 'KC B BBICOKHX 103aX, B TOM YHCJIE€ U MyJIbCTEPAIIHUS.

2. a) KOMOMHMpOBaHHAas MYJbC-TEPANUS METHJINPEIHUIOJIOHOM U
nukinodochamuiom (B 1-i1 nenp B / B 1000 Mr metunmpeanausonona u 1000 mr
nukiopochamua, B nocieayromue 2 cytok no 1000 Mr MeTuiamnpe1Hu30J0Ha)

0) komouHarus ['KC B BeICOKMX J103aX ¢ ITUKIOCTIOpHHOM A (5 Mr / xr /
CyT B T€UeHUE 6 HEEINb).

3. [lnazmodepes.

2.1lepeOpajibHblii KpU3

1. KomOuHupoBaHHasi MmyjJbC-TE€panus  METWINPEAHU3ZOJIOHOM U
nukiaodochamMuiom.

2. luknodochamun B / B 2 T 1 pa3 B Heelo B TeUeHHUE 4 HENEIb, 3aTEM -
200 mr | pa3 B Henmemo B TeueHue 2-2,5 Jer.

3. [Tnma3zmodepes.

3.I'emarosiornyeckuii Kpus

1. I'KC B BBICOKHX J103aX, B TOM YHUCJI€ U ITyJIbC-TEPAIUs.

2. KomOunanus 'KC B BeICOKHX 703aX ¢ mMUKIOCTIOpHHOM A (5 mr / Kr /

CyT B T€UeHUE 6 HEJEINb).
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3. UmmynornoOynus B / B 0,4 r / KT Macchl Tena B TEUEHUE 5 THEH.

[Mpodunaktuka. [lepBuunast npopuinakTHKa KpaCHOW BOTYAHKH, TOJKHA

MPOBOJIUTHCA B OTHOILIEHWU POJCTBEHHUKOB | CTENEeHU pOACTBA, COCTABISIOIIMX
rpynmy pucka, ocobeHHo umeronmx antureHsl HLA: Al, A3, B8, B15, B35.
JucnancepHoe HaOJI0/IEHUE YCTAaHABIMBACTCS 32 TOMO3UTOTHBIMH OJIM3HENAMU, Y
KOTOPbIX HMEIOTCS JIpyrMe€ peBMaTudeckue 3a00JieBaHUs, TOBBIIIICHHAS
YyBCTBUTEIBHOCTh. JIMIIaM M3 TPYNIbl pHUCKAa IO BO3MOXXHOCTH CIIEAYyET
OTKa3aTbCsl OT AHTHUOMOTUKOB, CYJIb(aHWIAMHUIIOB, HMMYHHBIX IpENapaTos,
n30eraTh MHCOJSINU, OXJaxaeHus, pusnorepanuu. [IpoTtuBornokasana padoTa B
TOpSYMX IIeXaX, Ha OTKPBHITOM BO3Ayxe. B oOCeHHe-3UMHHI TepHoj MOKa3aHa
BUTAaMHHOTEpanus (3CCeHINale, TAaHTeKCABUT, ICKAMEBUT).

C npodunakTUueckod IMeNbl0 KOXY HE0OXOAUMO 3aluiiaTh OT
COJTHEYHOM MHCOJISIMM U TEIJIOBBIX Jiydel. C 3TOH 1eNIbl0 pEKOMEHAYIOT KPEMBI
dbo-reM, KBaHT, JIy4, BECHa, a TaKKe TMAacCThl, COJEpXKallhe Ccajol,
TPUATAHOJAMUHOBYIO COJIb MMapaaMUHOOEH30MHON KHCIOThl B KOHIIEHTpalUUUd S-
10%.

O01mme npaBuiia, peKOMEHI0BAHHbIEC BCeM MAIHEHTAM

* 3amMTa OT COJHIA - u30eras ObITh HA COJIHIIE BO BpeMs €ro
HaumOoJbIel akTUBHOCTH (0ocoOeHHO JjetoM Mexay 11 u  15), Hocuth
COOTBETCTBYIOIIYIO OJIEkAY, TOJIOBHbIE YOOpPhl M COJIHUE3AIIUTHBIE OYKH,
MPUMEHSTh COJIHIIE3AIUTHBIN KpeM U Oanb3aM mia ry0 ¢ Y®-dpunsrpom (SPF>
30), miaHupoBaTh OTIYCK B MECTax 0€3 BHICOKOT'O BO3/ICUCTBUS COTHIIA

* wu3beranue cTpecca, OTJbIXa

e peryispHas, yMepeHHas PU3nyecKasi akTHBHOCTh

*  npoUIAKTUKU aTEpOCKIIepO3a, BKIIIOYas IMyTEM 310POBOrO MUTAHMS,
MOJIJICP KaHMS HA/IJISKAIIETO Beca Tela, OCTAHOBKU KypEeHUS

* mpoduUIAKTUKA OCTEONIOPO3a

* npodunakTuka MHOEKIUN MyTeM CcOOJIOJIEHN MpPaBUJI TUTHEHBI U
3alIATHBIX BakIMHAIMK (B TOM 4YHCIIE TMPOTUB TPUIIA, ITHEBMOKOKKOB).

Bakuunaius 10JpKHA TPOBOAUTHCS B MEPUOIbI HU3KOM aKTUBHOCTH 3a00JIeBaHUS.
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3arps3Hstonme BEIIECTBA, coJiepxKaIiue YKUBBIE MUKPOOPTaHU3MBI,
MIPOTUBOIIOKA3aHbl, OCOOCHHO Yy JIOJIEH, MOJIYYArONIMX HWMMYHOICTPECCAHTHI
(CHMXKEHHE UMMYHHUTETA)

* IUIAHHpOBaHWE OCEPEMEHHOCTH - JKCHINWHBI, IUIAHUPYIOIIHE
MOTOMCTBO, JIOJDKHBI MOTOBOPUTH CO CBOMM BpadyoM O pPaHHEM IMpeKpalieHuu
npreMa HEKOTOPBIX IMPEernapaToB, KOTOPhIE MOTYT MOBPEIUTH IJIOJM, U MPOBECTH
TECThl ISl OMNpeAcNieHus Oe30MacHOCTH OepeMEHHOCTH (Takhe KaK OIICHKa
GyHKUMM TOYeK U Halmuyue aHTU(HOCHOJIUNUIHBIX aHTUTEN). bepeMeHHOCTbH
J0JDKHA BOSHUKATH BO BPEMSI pEMHUCCHU (KETaTeNIbHO, KAK MUHUMYM, TOJTroza). B
JOTIOTHEHWE K CHUTyanuu C oOpameHueM 3a peOCHKOM pPEKOMEHIYeTCs
HCITI0JIb30BaTh KOHTPAIICTIUIO

* TCHUXOJOTHYECKas IMOJICpPKKAa - JHATHOCTHKA KpPAaCHOW BOJYAHKH
4acTO CBsI3aHa C OTPOMHBIM CTPECCOM M CTPaxoM Ha Oyyiiee. ITO eCTeCTBEHHbIN
pediekc, ¢ KOTOPHIM CTAJIKUBAIOTCS OOJIBIIMHCTBO JIIOACH, CTpagarouux
XPOHUYECKON OOJIE3HBIO.

[Iporno3. CremyeT OTMETUTh pa3HOOOpa3ue MporHo3a Yy OOJBHBIX
KpacHOM BoJlYaHKOM. Tak, XpOHMUECKUN JUCKOUIHBIA PYOLYIOIIMIICS S3pUTEMATO3
MPOTEKAaeT JOOPOKAYECTBEHHO W KpailHEe pelnKo TpaHchopMUpyeTcs B OCTPYIO
dbopmy. Cucremnas ¢opma O0JIC3HHM, BOSHHUKIIIAS MPU OOOCTPEHHH XPOHHYECKOMN
JACKOWJHOW WJIM, 4Yalle, JUCCEMUHUPOBAHHOW KpPAacHOW BOJIYAHKU MPOTEKAET
Oonee OmarompusiITHO, 4YeM BO3HUKIIAs crnoHTaHHO (dopma d'emblee). B
MOCJICTHEM CITydae OTMEYAIOTCS TOPIMUIHOCTh TEUYCHUS M PE3UCTCHTHOCTh K
Tepamnuu, 9TO 00yCIOBIUBACT TSHKEIIBIA MTPOTHO3.

OcCy1IecTBISIOTCS MTOCTOSIHHOE TUCIIAHCEPHOE HAOIOZCHUE 32 OOTBHBIMU
BceMH (opMaMH KpacHOW BOJTYAHKH B TIEPHO]] PEMHUCCUH W OSCIUIATHOE JICUCHHE

OOJBHBIX CHCTEMHOMN Pa3HOBUAHOCTHIO KPACHOUW BOJTYAHKH.

VI. Ilepeuenv kKonmpoabHbIX 60NPOCOS.

1. Pacnpoctpannenocts CKB.

64



2. CoBpeMeHHbIE MpeACcTaBICHINEe 00 OCHOBHBIX MPUYUHAX
Bo3HuKHOBeHUs CKB.

3. Kiaccudpuxanus CKB.

4. Wsmenenue remoanHamuku npu CKB.

5. OcHoBuble KIMHUYEcKHE TposiBiieHus rpu CKB.

6. C kakuMM HO30JIOTHYECKUMHU (popMaMu HEOOXOAUMO MTPOBOIUTH
muddepennnanbayo nuarnoctuky npu CKB .

7. OcobenHoctu (pu3MKaIbHBIX MeTOA0B uccaeaoBanus npu CKB.

8. Pentrenonornyeckue nsmenenus npu CKB.

9. Oco6ennoctn m3menennit DKI" mpu CKB.

10. 9XO-kapauorpaduyeckue npuzHaku npu CKB.

11. Inarnoctuueckue kpurepun CKB.

12. OcuHoBubie puHIMIE JedeHHUs mpu CKB.

13. Ilpodunaktuueckue meponpustus npu CKB.

14. TIporuno3 npu CKB.

VII. IIpumepor mecmoswvix 3a0anuil

1. K atuonorunueckum pakropam CKB mMoxkHO OTHECTH Bce, KpOME:
A. PHK-conep:xariue BUpPYCHI;

B. MenyieHHbIE PETPOBUPYCHI;

C. XnamuauitHass HHQEKITUS;

D. renernueckue daxktopsi: HLA Al, B8, DR2, DR3;
2. K npoBonupyromux pakrtopoB CKB He oTHOCUTCS:
A. HenepeHOCMMOCTh METUKAMEHTOB;

B. I'uniepypukemus;

C. BakuuHanms;

D. ®orocencebmmmzanus, yapTpa3BykKoBoe 00TydeHHE;

3. Haubonee TunnunbsiMu nopaxenusimu koxu npu CKB ects Bce, kpome:
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A. SPUTCMATO3HLIC ITSITHA C HOKaHHBaHHeﬁ MNpCUMYHICCTBCHHO Ha JIUIIC

("6abouka"), mee, TPyTHON KIIETKE, B 00JIACTH JIOKTEBBIX, KOJICHHBIX,

T'OJICHOCTOITHOI'O CYCTaBOB;,

B. xanumispurel,
C. Oynne3Hble, y3€IKOBbIE, YPTUKAPHbBIE, TEMOPPArn4eCKUE BhICHIIAHNS;;
D. runepnurMeHTanys U JENUTMEHTALMS KOKH JINLA U TPYJHOU KIIETKH;

4. Hanbonee THMUYHBIMU TOPAKEHUSIMH CIU3UCTBIX 00onouek mpu CKB

CCThb BCC, KPOMC!

HOCa;

KpOMe:

A. pHaHTeMa CIHU3UCTON 000JIOUKH POTOBOM MOJIOCTH;

B. 3po3uBHBIE OYaryu U A3BbI Ha CIM3UCTONW 000J0YKE POTOBOM MOJIOCTU U
C. Genpie OJAIIKY HA CIAM3UCTON 000JI0YKE POTOBOM MOJIOCTU U HOCA;
D. atpodust cnuzucTou;

5. Aptput nipu CKB xapakrepuzyercs cleIyIoIUMI KPUTEPUIMH,

A. CHMMGTpH‘-IHI:H?I IMOJIHUAPTPHUT C IMOPAKCHUCM NUCTAJIbHBIX

Mex(aaHTOBBIX CYCTaBOB;

B. cuMMeTpUYHBIN MMOJUAPTPUT C OPAKEHUEM ITPOKCUMAIIBHBIX

Me)K(baHaHFOBI)IX CyCTaBOB, HHCTHO-(baIIaHFOBLIX CyCTaBOB, 3aIIICTHO-ILICTHBIX

CYCTaBOB;

KpOoMe:

JITHIT;

C. MUTpUpYIOLIMI XapaKTep MOpaKeHUsl CyCTaBOB;
D. yTpeHHS1 CKOBAaHHOCTb;

6. [{ns BTOpuyHOTO aHTUPOCHOIUIUIHOTO CHUHIPOMA XapaKTEPHO BCE,

A. peluIMBUPYIONINE apTePUATbHBIE U BEHO3HBIE TPOMOO3HI;
B. Hanu4re aHTUKApAUOIUITMHOBBIX U aHTHUTEN K Pochomunuaam;

C. moBsbIlIEHHUE YPOBHS X0JiecTepuHa, (oCHOUUIOB, XOJIECTEPHHA

D. cetuaroe nmuBeno;

7. K nnarnoctuueckum kputepusiMm CKB He oTHOCUTCA:
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A. "babouka" Ha nuIie;

B. doTocencubmnnmzanms;

C. auckougHas BOJlYaHKA

D. cunnpom Pelino;

8. K mnarnoctuueckum kputrepusim CKB He oTHOCHUTCS:

A. 513BBI MIOJIOCTHU PTa;

B. cxiiepomakTuinus;

C. nIeBpUT WK IEPUKAPINT;

D. cynoporu wim ncuxos;

9. K mmarnoctnuecknm kpurepusim CKB He oTHOCHTCA:

A. TeMOJIUTHYECKAs] aHEMUS;

B. nepcuctupyromiasi npoTeUHYpUs U HUIUHAPYPUS;

C. nerikonrenus meHee 4000/mMm3;

D. 12 u ¢ponueBonedunuTHas aHeMus;

10. Ha pentrenorpamme cyctaBoB 001bHbIX CKB MOXHO HallTH Bce
U3MEHEHUS, KPOME:

A. 3mudu3apHbI 0CTEONOPO3;

B. ucronuenne cyOXoHapanbHOMN TUIACTHHOK;

C. ocTeockiiepos;

D. menkue y3ypbl B HE3HAYUTEIBHOM KOJIMYECTBE C MIOJIBBIBUXOM;

11. Kakoe nposiBnenne CKB (cuctemHas kpacHast BolYaHKa )TpeOyeT
MPUMEHEHUS OOJBIINX J103 TIIFOKOKOPTUKOCTEPOUIOB:

A. BOJYaHOYHBIN apTPUT

B. BomyaHouHBIN HEGpUT

C. nammume B kpoBu LE kneTox

D. Beicokas COD

12. Tlpu cucteMHOM KpacHOM BOJTYaHKE HAOIIOAIOTCS BCE
nepevrcieHHbIe TaTOMOP(OJIOTHUECKIE U3MEHEHHUS, KpOME:

A. TIpOyKTUBHBIX BACKYJIUTOB TOJIOBHOTO MO3Ta

B. snpokapauta JIubmana - Cakca
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C. ocreonu3a HOTTEBBIX (halaHT MAJbLEB PYK

D. BomuanouHoit HedponaTuu

13. Bce NMCPCUYUCIICHHBIC IMOJTOKCHUA, KACAIOIIHUCCS KOKHBIX HpOSIBJIeHI/Iﬁ

CHUCTEMHOM KpaCHOﬁ BOJIYaHKHU CIIpaBCAJIMBbI, 3a UCKIIFOUCHUCM OQHOIO:

A. MMOPAXKXCHUC KOXKHU, BOJIOC U CIIM3UCTBIX 000JI0YCK SIBISICTCS OJHHM H3

HanOo0JIee YaCThIX HpOSIBJIeHI/Iﬁ 3a00JIcBaHUS

B.
C.

aJIOTMEIHsI MOXKET OBITh JIOKAJIM30BaHHOM niu nuddy3Hoi

(1)OTO‘IYBCTBI/ITGJH>HOCTI> MOJKCT YCUIIMBATHCA 1104 BIMAHUCM JICUCHUA

AMHWHOXHWHOJMHOBBIMHU IIpCIIapaTaMu

D.

WHypaluus KOXH

14. J1ns1 cucTeMHOM KpacHOM BOJTYAHKU Y MY>KUHUH HE XapaKTEPHO:

A
B.
C.
D.

CHHI)KCHHNC COACPIKAHNA B KPOBU TCCTOCTCPOHA
OTHOCHUTCIIBHOC ITOBBIMICHUC COACPKAHNA B KPOBU 3CTPAaHNOIIA
XPOHHUYCCKOC TCUCHHC 0ose3HU

OCTpO€ TeueHue 00JIe3HU

15. Kakoe u3 IMPHUBCACHHBIX HOpa)KeHI/Iﬁ IOYEeK HamoboJee XapaKTCPHOC

JUISl CACTEMHOM KPaCHOM BOTYAHKA?

A.
B.
C.
D.

WNuTepcTuimanbHbiid HePpUT.
['momepynonedpur.
AMuIionnos.

[Muenonedpur

16. Ykaxxute npruOIU3UTENbHbIE OIABIISAIOIINE CYTOUYHBIE 103bI

MPETHU30JI0HA JJIsl JICYEHHSI CHCTEMHOW KPACHOW BOJTYAHKHU | cTenenun

AKTHUBHOCTH.

A

B
C.
D

5-10mr.

15-20mr.
30-40 wmr.
40-50 mr.
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17. Ykaxurte npuOIM3UTENbHbIE MTOAABIISAIONINE CYTOUHBIE TO3bI
MPEIHU30JI0HA [IPU JICYCHUU CUCTEMHOW KPaCHOW BOJYaHKH I crenenn
AKTUBHOCTH.

A. 15-20 mr.

B. 30-40 wr.

C. 60-80 wmr.

D. 90-100 mr.

18. KakoMy 13 npUBEAEHHBIX BAPUAHTOB CUCTEMHOMN KPACHOM BOJTYaHKH
IIPOTHUBOIIOKA3aHbl IUTOCTATUYECKNE UMMYHOCYITPECCOPHI?

A. Tlpu acenTuueckoM HEKPO3€ TOJIOBKU OEAPEHHON KOCTH.

B. Ilpu pa3zButuu sHIIEPATOMUETIOHEBPUTA.

C. Ilpu aprepuaibHON TUTIEPTEH3UH.

D. Ilpu BbIpakeHHON aHEMUHU.

19. IIpu cucTeMHOI KpacHON BOTYAHKE HAaUOOJIBIIYIO JUATHOCTUYECKYIO

3HAYUMOCTbh UMEET:

A. TOBbILIIEHHE UMMYHOIJIOOYJIMHOB

B. nucnporennemus

C. LE-kietku

D. yBemuuenue COD

20. [Ipumenenue CTEPOUIHBIX (rOpMOHAJIBHBIX)
IIPOTUBOBOCIIAJIUTENBHBIX PENAPATOB MOKET BBI3BATH:!

A. ycunenue TpoMO000Opa3oBaHUs

B. moBblleHNE apTepUaNbHOTO JIaBJICHUS

C. BO3HHMKHOBEHHE S3BBI B KEJIYyA0YHO-KUILIEYHOM TPAKTE

D

BCC IICPCUYHCIICHHOC.

TecToBBIE 3a1a4M1.
1. XKenmmua 38 JeTHAXOAUTCA B KIMHHUKE MO TOBOJY CHCTEMHOM
KpacHo BomyaHku, |ll crTemeHn aKTUBHOCTH, BKCCYJIaTHBHOM JpPUTEMBI,

MUOKapAuTa, BTOPUYHOTO Hedpputa. HecMoTpss Ha mpoBoAMMYIO B TeueHue 4
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HEJeNb TEpamnuio IMPEIHU30JI0OHOM B CYTOYHOM J03¢ | MI/KT Maccel Tena

COXPAHSIOTCA BBIPAXEHHBIM OTEYHBIM CUHIPOM, apTepuabHas THIIEPTEH3US,

3HAUUTEIbHAS  MPOTEUHYPHUS. Onpenenure  AAJbHEUIITYIO CTpPATETHUIO

[IaTOr€HETUYECKOW TEPAIINH:

A. HazHadeHue Ipyroro KOpTUKOCTEpOUaa

B. Ha3znauenue renapuna

C. HazHaueHue a3aTHoONpuHa

. Haznauenue nukinodocdana

E. HazHauenue miakBeHusa

2. Kenmuua 40 jeT, kaigyercs Ha cIadOCTh, OBICTPYIO YTOMIISIEMOCTD,

IMOBBINICHUC TCMIICPATYPBI TCJIa OO0 38 OC, BBICHIIIAHHS HaA KOXKC JIMIIA, 001b B

Jy4de-3amsCTHBIX U JIOKTEBBIX cycTaBax. boneer 3 roma. Ilpu oG3ope: Ha miekax

O9PUTCMATO3HBIC BLICBHIIIAHUSA B BHIC "6&60“11(1/1", Jy4dC-3aIlsICTHBIC M JIOKTCBBLIC

CyCTaBbl IIOPAXCHbI CHMMCTPHUYHO, IIPHUIIYXJIBIC, HaAd JICTKUMHU IOYM TpPCHUA

wieBpsl. B KpoBu: aHemus, JielKkoneHus,JuMdorienns. B mMoue: mporenHypus u

MUINHAPYPHA. O6pa3OBaHI/IC KaKUX aHTHUTEN SBJIIETCS HauOoee AOCTOBCPHBIM B

MEXaHU3ME Pa3BUTHS 3a00JI€BaHUS?

A.
B
C.
D

E.

O6pazoBanue antuTen K HatuBHOM JIHK.
OO6pa3oBaHe aHTUTET K MUOILIMTAM.

OOpa3zoBaHue aHTUTEI K SHIOTCIIMATLHBIM KIIETKAM.
OO6pa3oBaHHe aHTUTET K MUO3UHY.

OO6pazoBaHue peBMaTOUIHOTO (pakTopa.

3. bonmpnas 20 ner, xamyercss Ha OOMM B MEIKHX CyCTaBax KHCTEH,

BBICBHIIIAHKME Ha JIMIIE KPACHOTO I[B€Ta B BUJEe 0a00UYKH, MOBHIIICHUE TEMIIEPATyPhI

10 39° C. XKano0s! mossBHIKCH 1ociie uHcoasuuu. B kposu LE — kireTku 15 u 1000

JIEUKOLIMTOB. Bartn nruaraos?

A. CKB.

B. Cxnepoaepmus.

C. TyOGepxkynes.

D. PeBmaTouaHuii apTpur.
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E. PeBMatu3m.

4. Y O6onpHoM 32 net mocne nepeHeceHHHOTo OP3 mosiBunach peskas
ciabocTh, Temmeparypa Tena — 39-40°C, 60i1b ¥ IPUITYXIOCTh MEIKUX M KPYIHBIX
CyCTaBOB, OTEK HIKHHX KOHEYHOCTEH, 3puTeMa B BHjAE “0abouyku” Ha JHIIE,
remMaTtypusi, Jeikornenus, runeprammariooynuaemus, LE — kinerku B Tutpe 8:1000
JICHKOLIMTOB, aHTUHYKJeapHbd (aktop 1:150, dbeHoMen “poszeTku”. YKaxuTe
Haubosiee BEpOSITHBIN TUarHo3?

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

B. CKB, nonoctpoe teuenne, a/d, Il cr., rerepanuzoBannas popma c
npeo0IaaroIM MOPAKEHUEM CYyCTaBOB U MOYEK.

C. OcTtpslii rioMepyIoHEDPUT, TSHKETI0E TeUEHHUE.

D. HenuddepenurpoBaHHbIi KOIAreHO3, TSHKEJIOE TEUEHHUE.

E. PeBMaTouHbIN apTpUT.

5. bonpHag 23 ner ¢ guarHozoM CKB B Teuenwe 5 neT NpuUHUMAET
NPEIHU30JIOH B MOJAepkuBaronieil  go3ze S5 wmr/aeHs. Ilpu  oboctpeHun
3a0osieBaHusl /1032 OblIa yBenudeHa o0 60 mr/menp. Uepe3 Hemento MOSBUIIACH
pe3kas ciabocTh, TOIIHOTaa, OOJb B ENUIracTpuu, YepHbId Kai. JlaHHOE
YXYALIEHUE COCTOSTHUS CBA3AHO C:

A. YBenuueHueM J03bl TOPMOHOTEPAIUH.

B. PazButuem si3BeHHOM 00JIE3HU KeTyJIKa KaK CaMOCTOATEIIBHOTO
3a00JIeBaHUS.

C. O6ocTpenre OCHOBHOTO 3a00JICBaHMS.

D. Pa3zBuTue paka xenyaka.

E. Pa3BuTue 5S3BBI TOJICTOTO KUIIIEYHUKA.

6. Y 6oabpHOM 23 5eT nocne NpoAoJKUTENBHOTO MPEObIBAaHUS HA COJHIIE
nosiBUiach cyodeOpriibHas TeMriepaTypa, 00Jib W TMPUITYXJIOCTh B KOJIEHHBIX U
TOJICHOCTOITHBIX CyCTaBax, JpUTEMa Ha JHUIE M TMEPEHOCHUIE, JIEHKOIECHMUS,
yckopenHast COD. BeictaBieHHbI npeaBapurtenbHbiii nuarno3 CKB. Hazosute
MAaTOTHOMOHUYHbBIE JIA0OpAaTOpHBIC JaHHBIE, KOTOpPHIE TOATBEPKAAIOT ITOT

ar’os?
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A. Hammame LE — kneTok u anTHHYKIIEapHOTO (haKkTopa.

B. Yckopennas COD.

C. [IpucyrctBue C-peakTHBHOT'O MPOTEHUHA.

D. JleiikoneHus.

E. Jlelikouro3.

7. bonpHas 20 ner, kamyeTcs Ha OOJHM B MEJIKHUX CyCTaBax KHUCTEH,
BBICBHIITAHKE HA JIMIE KPACHOTO I[BeTa B BUJE 0a00YKH, MOBHIIICHUE TEMITEPATyPhI
10 39° C. )KanoObl mosBuaKch mocie uacoasuuu. B kposu LE — kietku 15 u 1000
JeUKonUTOB. Bam nuaraos?

A. CKB.

B. Ckiueponepmusi.

C. TyGepxkymnes.

D. PeBmaTounnuii apTpur.

E. PeBmaTusmM.

8. bompHas 20 JIeT, 3HAYUTEIIFHO MTOHMKEHHOrO IuTaHus. Cuuraer ceos
OonmbHOM ¢ 9 IeTHEro BoO3pacTa, KOrja BIEpBbIE oOOpaTWiIa BHHUMaHHE Ha
MOSIBJICHHE Ha KOXXE JIMIAa U PYK PO30BO-KPACHBIX IISITEH C OEJI0BaTO-CEPhIMU
YeIryKaMH, BBITIAJICHHE BOJOC M OOJIM B CycTaBaX. B HacrosIiee Bpems
HAaXOJWTCS B CTalMOHApe II0 IMOBOAY CTOMKOW apTepUalibHOW TUIEPTEH3UH,
MOBTOPHBIX  M3MEHEHMM B  Moue (TOBBIINIEHHOE  COJepkKaHue  Oelka,
OPUTPOLIUTYPHUS, JCHKOUMTYpus) W azoremuu. O KakoMm 3a0o0JIeBaHUU
COCIMHUTEIBLHON TKaHU CJIEAYET JyMaTh B MEPBYIO OYEPEIb?

A. CKB.

B. IOBenunbHbIHM PA.

C. JlepMaTOMHO3HT.

D. Cknepoaepmusi.

E. PesmaTusm.

VIII. /Tumepamypa.

OCHOBHas:
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Tema: CUCTEMHBIE BACKYJIUTBI.

Konuuecmeso yueonvix uacos — 3.

1. Akmyanvnocmo memoi.

[Topaxenue cepama HabOmogaeTcss NOpU  OOJNBIIMHCTBE CHUCTEMHBIX
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
IpyIax MalMeHTOB, KacaroIlluecs MaTOJOTMYeCKUX W3MEHEHUH cepiia Ipu
CUCTEMHBIX  BAaCKyJMTax. JTO  CBSI3aHO C  MaJbIM  KOJIMYECTBOM
CIEIUAIM3UPOBAHHBIX I[EHTPOB M HEJOCTATOYHOW JIOCTYITHOCTbIO MHOTHX
METOJ0OB  HcCclefoBaHui.  MHorooOpasue  BacKyJWTOB M pa3IMYHbBIC
MaTOr€HETUYECKUE MEXaHU3Mbl MOPAXKEHUS CepAlla OOBSICHAIOT MUPOKUMA 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  JHArHOCTHMKE W AudQepeHnanIbHOl  JUAarHOCTHKE
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):

JIeoHTONOTMYECKNE  acleKThl Mpu  pabore Bpaya ¢  OOJBHBIM.
[Icuxonoruueckue mpobeMbl 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.

Cucmemmnwle gacKyaumol - 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
NOpa)XeHHE COCYJ0B HMMYHHOTO F'eHe3a KaKk CaMOCTOSITENIbHOE 3a00JIeBaHHeE.

Bmopuunvie BaCKyJIUTHI Pa3BUBAIOTCA KaK peakiys Ha MHPEKLIUIO, HHBA3UIO
reJIbMUHTaMH, TpPU BO3JCUCTBUM XUMUYECKUX (PAKTOPOB, paguanuu, IMpU
omyxoJisix. K BTOpPHYHBIM OTHOCSATCS TakK€ BaCKYyJWThI, BO3HUKAIOUIUE IpU
JIPYTUX CUCTEMHBIX 3a00JI€BAHUSIX.

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

1. Bupycnas wunHbekuus (Bupycbl rematuta B u C, mapBoBupyc B,
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 apTepUdl MEJIKOTO M CpPEIHEro Kajauopa.
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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. VMMYHOr€HETUYECKUMU MapKepaMH CHUCTEMHBIX BAaCKYJIUTOB
SBJIAIOTCS onpeeneHHble anTureHsl HLA-cructemsl.

VYOenurenbHO JOKa3aHa POJb TIE€HETUYECKUX (PAKTOpPOB B Ppa3BUTUU
rurantokiierounoro aprepunta (cBsizb ¢ HLA DRy), 6one3nu Takasicy (cBsi3b ¢
HLA BW52, DW12, DR2 u DQW]_

IlaTorenes

OCHOBOI1 ITaTOT€HE3a CHUCTEMHBIX BACKYJUTOB SBISIOTCS WMMYHHBIE
MEXaHU3Mbl. B 3aBUCMMOCTH OT XapakTepa MMMYHOIATOJOTMYECKOro Mpolecca,
NIEPBUYHBIE CHCTEMHBIE BACKYJIUTHI IMOAPA3ACIISIOTCSA HA TPU IPYIIIbL:

I. BackyauTsbl, CBsiI3aHHbIE ¢ HMMYHHBIMH KOMILJICKCAMU:
o ['emopparnueckunii 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 ¢ AHTHHEHPOPUIBLHBIMY LU TOINIA3MATHYECKUMU
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.

OcHOBHBIC MaTOTCHETHYECKUE (DAaKTOPBI CHCTEMHBIX BACKYJIUTOB CIEAYIOINE:

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 XeMOTakcuca 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 KoMIUieMeHTa U (arouutozom. 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
3HAYECHUE B Pa3BUTHUH I'paHysieMaro3a Berenepa. B pe3ynbraTe B3auMOAECHCTBHS €
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(epOoH-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 MONyJsiUs ayTOAHTUTEN, PEarupyrommx ¢
pasnTuYHBIMA  (PEPMEHTAMH ITUTOIUIA3Mbl HEUTPODHUIIOB, B TEPBYIO OUYEpEIh C
MPOTEHHA30M-3, MHEJIONEPOKCHIa30H, pexe - JakTopepuHoM, KaTerncuHoM G u
npyrumu anturenamu. AHIIA nmeror Gonbiioe maToreHeTHYecKoe 3HaYeHUE Mpu

rpanynemaro3e Berenepa (aHTMreH MpoTeMHAa3a-3), MHUKPOCKOIMUYECKOM
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MoJIMapTepUnTE (AHTUTEH MUEJIOTIEPOKCHIA3a), AIIEPTUIECKOM (303MHO(DHIEHOM)
rpaHyJieMaTO3HOM aHruute (aHTUreHmuenonepokcuaasza). Ilpu  cucTeMHBIX
BACKyJlUTaX  MPOUCXOAUT  JKclpeccus  Ha  MemMOpaHe  HeUTpoduion
IIUTOTUIa3MATHICCKUX  (EPMEHTOB, KOTOPHIC CTAHOBSATCA JOCTYIMHBIMH ISt
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 B3auMOAENCTBYIOT HENOCPEACTBEHHO 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 IpoTenHasza-3, ¢ Hed cBsa3biBaroTcss 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 auHmMuIHOOMeENUANbHLIX aHmumen. llpu  cUCTEMHBIX
BACKYJIUTaX YacTO MNPOAYUUPYIOTCS AHTHUAHJIOTEIUAIbHBIE aHTHUTENA, KOTOpbIE
MOBPEXIAIOT KIETKU AHA0Teausl. OCOOEHHO BakK€H ATOT MEXaHW3M B Pa3BUTUU
0omne3Hu Kagacaku, rpaHyJjieMaro3a Berenepa. Mumenamu JUIA
AHTUPHJIOTEINATBHBIX AHTUTEN CIIyKaT 2 OCJIKOBBIX aHTUIEHA: MpOTeuHa3za-3 u
Ooerta2-rnukonpoTenH. Takue NUTOKUHBL, Kak (AaKTOp HEKpo3a OIyXOJH,
uHTepiaehkuH-1-anbda/oera, o.-uHTephepoH YBEIIMYUBAKOT  IKCIPECCHUIO
MPOTENHA3bI-3 B HHAOTEIHAIBHBIX KIETKaX. AHTUAHIOTEIHAIIbHBIE AHTUTENA
BBI3BIBAIOT TOBPEKIACHUE DHAOTEIUANBHBIX KIETOK IMyTEM aHTUTEI03aBUCUMOMN
[IUTOTOKCUYHOCTH.

5. Ilosgnenue anmumen Kk ¢pocghonunuoam. AntudochomunuaHbe
aHTUTEJIa YaCTO OOHAPYKUBAIOTCS MPU CUCTEMHBIX BacKyJuTax. OHU MEPEKPECTHO
pearupyroT ¢ HIO0TEIUATBHBIMU OenkaMu (TpomOomMoaynuHoM u 6enkamu C u S),

YTO CIIOCOOCTBYET MOBBIMICHUIO KOATYIUPYIONIUX CBONCTB KPOBH.
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6. Ilpodykuusn IHOOmeuem u mpomooyumamu
nPOMUBOBOEOCNATUM ETbHBIX UUMOKUHOB. DHIOTeNMMaabHbIC KJIETKA
BbIPA0ATHIBAIOT HWHTEPJICUKUH-8 (OH AaKTUBH3UPYET HEUTPO(UIIbI, BBI3bIBACT
BBICBOOOXKJICHUE JM30COMAIbHBIX (EPMEHTOB, 00JadaeT XEMOTAKCUYECKOU
aKTUBHOCTBIO); SHIOTENUH (BBI3bIBAET Ba30KOHCTPHUKIIUIO, TMOBBIIIAET arperauio
TPOMOOIIUTOB, CITIOCOOCTBYET COCYIUCTON OKKIIIO3HH); MHTEpIEHKUH-1 (y4acTByeT
B HWMMYHHOM BOCIAJ€HUHW). OTH IUTOKWHBI TOJIJCPKUBAIOT HMMYHHOE
BOCIAJICHUE COCYJUCTON CTEHKU. DTOMY IPOLIECCY CIOCOOCTBYIOT U TPOMOOIIUTHI,
CUHTE3UPYsS  pa3IMYHbIE MEAHATOpPhl  BOCMAJICHUS, KOTOpPhIE  00JIaIaloT
Ba30CMACTHUCCKUMH, TPOMOOTCHHBIMH, IPOTCOMTHUYCCKUMHU  CBOMCTBAMH,
aKTUBUPYIOT  KOMIUIEMEHT, B KOHEYHOM HTOI€ YCHUJIUBas HMMMYHHO-
BOCHAJIUTENIbHBINA MIPOLIECC B COCYIUCTON CTEHKE.

Hapsiny ¢ mnepeuucnenHsiMu  (yHAAMEHTAIbHBIMA ~ MEXaHU3MaMH B

BO3HUKHOBEHUH, CTAHOBJIIEHUU U TporpeccupoBanun CB BaxHas poib

OTBOJIUTCS TAKXKE:

—  TpSIMBIM  BO3JCHCTBUSAM PA3IMYHbIX HMHQPEKIIMOHHBIX AareHToOB Ha

COCYIUCTYIO CTEHKY;

— MHOT000Pa3HbIM JIOKAJIbHBIM U CUCTEMHBIM 3 deKTaM BBICBOOOKIaEMbBIX

BOCHIAJIUTENIbHBIX MEIMATOPOB U IUTOKUHOB;

— KOAryJSIITUOHHBIM 1 Ba30CIIACTHUCCKUM HAPYIICHUSIM;

— TIpolleccaM B3auMOJCHCTBUSL DHIOTEIHAIBHBIX KIETOK U JIEHKOIUTOB C

BBICBOOOKJICHUEM IIMPOKOTO CIEKTpa TepeOpMHUPOBAHHBIX W BHOBD

CUHTE3UPYEMBIX aJATC3UBHBIX MOJICKYII

[ToBpexxmaroriee BO3ACHCTBHE HA DHAOTEIHAIBHBIC KIETKH CTEHOK COCY/IOB

WH(DEKITMOHHBIX areHTOB MOXET SBUTHCS BaXKHBIM (DaKTOPOM TaTOreHe3a

pazimuunbix CB Benencteue:

— o0eryeHust ACMOHUPOBAHUS UMMYHHBIX KOMILJIEKCOB;

— YCUJICHUS aAr€3UU U JIOKAJIbHOUN Mponudepauu JeHKOLUUTOB;
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— yBEIIMYEHUs OHKcopeccuu TeHoB Il kimacca TJ1aBHOrO  KOMILIEKCA
THCTOCOBMECTUMOCTH, YTO  CHOCOOCTBYET  YJIYYIIEHHIO MPE3EHTAINH
AHTUTEHOB Makpodaramu;

— TIOBBIIICHUS BICBOOOXKAEHUS BOCHIAIUTEIBHBIX IUTOKUHOB.

K uucny WHQEKIMOHHBIX areHTOB C YCTAHOBJICHHBIMH MPSIMBIMU W/WIIH
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. BO3HHKHOBEHHE M TPOrPECCUPOBAHME BOCHAIUTEIBLHOTO Ipoliecca B
CTEHKaX COCYZOB COIPOBOXKIACTCS PA3BUTHEM KOMILIEKCA KOAryJIALMOHHBIX
HapylIeHUH, CTENEHb M BBIPAXKEHHOCTh KOTOPBIX NpH pa3inuHbix CB
3HAUUTETFHO BAapbUPYIOT, CO3JaBas IIMPOKUA CHEKTP (OT YMEPEHHBIX 0
TSDKEJIBIX) HAPYIICHUM, acCOIMUPOBAHHBIX C PAa3BUTHUEM HUIIEMUYECKON WU
OKKJIFO3UPYIONIeH Backynomatuu. Beaymum (akTopoM, ONpeaestonmm
BO3HUMKHOBEHUE KOATryJIALIMOHHBIX HapyuieHuil npu CB, cunTaroT akTUBalUIO
SHIAOTENUANBHBIX KJIETOK B IPOLECCE BOCHAICHUS C YBEIMYEHUEM HX
MIPOKOATYJITHTHON CITIOCOOHOCTH. JTO MPOSIBISETCA YBETUUCHUEM IKCIIPECCUU
TKaHEBOTo (akTopa, cBs3biBatomiero VIla gakrop cBepThiBaHUA; CHIYKEHUEM
AKCIPECCUU TPOMOOMOJIYJIMHA; TOBBIIIEHUEM CHHTE3a U YyMEHBIICHHEM
BBICBOOOKICHUSI MHTUOWTOpPA TKAHEBOTO aKTHBATOpa TUIa3MUHOTEHA Tuma I.
BaxxHyo ponb B pa3BUTHM KOATyJISILIUOHHBIX HAPYIIEHUN IPU HEKOTOphIX CB
TaK)Ke€ WrparoT runeppuOpUHOrEeHEMUs, CHUXKEHHas (PUOpPUHOIUTHYECKAS
AKTUBHOCTH TIJIa3MbI, TPOMOOIIUTO3, TOBBIIIEHHUE CBHIBOPOTOYHBIX YPOBHEH
MPOAYLHHUPYEMBIX TpoMOOLUTaMH [ |-TpOMOOTIIO0YTHHOB.

Bocnanenne CTeHKM cocyla XapaKTepU3yeTCsl AaKTHUBHBIM CHHTE30M U
BBICBOOOKJIEHHEM B  IHUPKYJSIUIO  Pa3HOOOpPA3HBIX  Ba30AKTUBHBIX
MEMATOPOB, OKA3bIBAIOLIMX CTUMYJIHUPYIOUIEE BIMSHUE HAa TPOMOOTEeHe3,
YCUJIUBAOLIUX XEMOTAKCHUC 151 npoJudeparuio JIEUKOLIUTOB,

CHOCO6CTBYIOI_HI/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
CTaHOBJICHUM M IEPCUCTEHIMU BOCHAIMTEIBHOTO npouecca nmpu CB oTtBogsT
B3aMMOJCHUCTBUIO  DJHIOTEIMAIBHBIX  KJIETOK M JIGUKOUUTOB  C
BBICBOOOKJICHUEM UHIMPOKOTO CIEKTpa MepeOpMUPOBAHHBIX M BHOBb
CUHTE3UPYEMBIX  aHATE3MBHBIX  MoJieKyld.  KackajgHele — mporecchl
B3aUMOJICHCTBUSl  KOMIUIEKCOB  aJI€3MBHBIX MOJIEKYJ (CylepceMencTB
CEJICKTMHOB, MHTEIPUHOB M JPYTUX), B CBOIO OYEPENb, JONOJHUTEIBHO
CTUMYJIUPYIOT AaKTHBALMIO JIEUKOIMTOB M DJHJIOTEIMAJBHBIX  KIETOK,
CIIOCOOCTBYS Pa3BEPTHIBAHUIO HEKPOTH3UPYIOIIETO BOCHATICHHS U OKKIIIO3UU

COCYJIOB

Kaaccupukanus BackyantoB (o Tuncnou P. Xappucony)
|.CuctemMHbIE HEKPOTUYECKHE BACKYIUTHI
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 ydacTtueMm 3K30r€HHOr0 aHTUTeHa
1. JlexapCTBEHHBII BaCKYJIUT
2. CwiBopoTOYHAsi OOJIC3Hb
3. Backynut npu nHOEKIMOHHBIX OOJE3HIX
B. C y4yacTueM 3HJIOT€HHOTO aHTUTE€HA

1. TlapaHeoryacTUYECKUN BACKYIUT
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2. Backynut npu peBMaTu4ecKux OOJE3HAX
3. Hpyrue BTOpUYHBIC BACKYJIUTHI
4. BackynuT npu BpOXKJI€HHON HEJO0CTAaTOYHOCTH 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  0Oasupyrorcsi Ha JUHAMHUYECKOM OIEHKE aKTUBHOCTHU
[aTOJOTMYECKOro mpouecca U (yHKIMOHATIBHOTO COCTOSIHUSL BOBJICUCHHBIX B
[ATOJIOTUYECKUI mpouecc opraHoB M cucrteM. C 3TOM ILENb0 IIMPOKO
ucnonsdyercs mkana BVAS (Birmingham Vasculitis Activity Score —
bupmuHreMckasi mkalia akTUBHOCTH BAacKyJMTa), a Takxke HHIAekc VDI
(Vasculitis Damage Index — wHIOEKC TOBPEXICHHUS TpPH BaCKyJIUTax),

IMPCACTABJICHHBIC HUXKC
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Ta6nuua 1. BUpMUHreMcKMWA MHOEKE KNMHWYecKoW aKTMEHocT CB

1. CHCTEMHBIE NPOABTEHMA bannsi | 4. NOP-nprase Banne | 7. MeEnyQO4H0-KHIWEYHBIA TPIKT Bann
1. Muanriuw' apTpannaw apTpmT 1 1. BuifENeHHA'ZATPY. HOC. OubiAHNE 2 1. BoNk B wMa0TE 3
2. Nweopagka («38,5°C) 1 2. CuHyCHT 2 2. Kpoeagan guaped [
3. Nwxopagka (=38.5°C) 2 3. HOCOBOE KPOBOTEHEHME 4 3. VHDAPKT KALLIE4HUED 9
4_TIOTEPA MACTHI TENA (<2 KT) 2 4 KPOBAHRIE KOPOHKM B HOCY 4 4. MaHKpeaTAT/NEPHOPALMA H_M. 9
5. MoTEpA MACCH! TENA (=2 &) 3 5. BeIfIANEHAA W3 VIDERA 4 MAKCHMANBHD: 3
MAKCHMANBHD: 3 6. CPROHUA OTWT 4 B. Movkw bannk
2. KOXHBIE NOKPOBEI bannmsi | 7. TmyxoTa 6 1. Owactonw4eckoe A= 90 mm prcr.| 4
1. Mypnypa’ OpyroR BACKYIMT KOXH 2 3. OxprNNOCTE NAPKHTMT 2 2. NpoTensypud (=11 umw = 0,2 1/'c) 4
2. 3Bl 4 9. CTeHO3 ropTaxu B 3. Tematypud (=13panw=0.23p./mn) ]
3. Masrpexa i MAKCHMANEHD: B 4. Kpeartusud 125-249 memone'n &
& :I_II"‘;"EEETEEHH IE TAHTPERE! i 5. Nerkwe Bannw | 5. Kpeatnand 250-493 memonen 10
MAKCHMANLHO: B 1. Ofpnukal acTma 2 6. Kpearuamd = 500 memons/n 12
3. CnwancTwe odono4xs/ rnasa Bannui | 2. Yaenku unu gebpoz 2 i E:éﬂg:;ﬂp;rgéc:;wmm““ 12
1. H2Bul MONOCTMH pTa 1 3. WMHuNeTpat 4 MAKCHMANbHD: 12
2. H2BkI NONDELE OPraHoe 1 4. KpOB0xapkaHWe 4 9. Hepewad CHCTEMA Banne
3. KOHBEDHKTMBMT 1 . MneepantHsiA BeNOT/ NN2EPWT 4 1. Opranw4eckue HagyweHud, 3
[EMEHUIR
4 INUCENEPMTY CRNBPKT 2 B [ero4H0R KPOBOTE4EHME [ 2. Nepupepr4eckan HERPONATHA [3
5. Yaeur g MAKCHMANEHD: B 3 E;:;.,?:;::Hbm ABHTATENLHLI 9
6. OTEK remOpparii CETHaATEM [ 6. CepaeyH0-COCYAMCTAR CHETEMA Banne | 4. Cygoporm ]
7. Perpo-opBuTantHaa rpasynema i 1. Whymbl 2 3. VHCyner 9
MAKCHMANLHO: B 2. OTCyTCTEME MyNbCA 4 6. MOpAMEHWE CMHHOMD MO3MA 9
3. ADpTaNsHAA HEQOCTATOMHOCTE 4 MAKCHMANKHD: 3
4. Mepukapaut 4
5. QUM B
6. HE/ kapQmomMuonaTia &
MAKCHMANLHO: B
(6WaA MAKCHMANLHD EO3MOMHAR Cymma bannoe: 63
bupmunremckui
Kimangeckas
MHJIEKC XapakrepucTuka
daza
AKTHUBHOCTHU
OTcyTCTBHE NPU3HAKOB KIIMHUYECKON
HOJ’IHaSI dAKTHUBHOCTU U HGO6XOI[I/IMOCTI/I B TCpaIInu
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.
HOHBJ‘ICHI/IG KIMHUYCCKUX IIPU3HAKOB
Jlerkoe
<5 Ganos 3a00J1eBaHusl C YBEIIMYEHUEM OOILIEH CyMMBI
obocTpenue

OayuIoB 110 5.
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BoBneueHne B BOCaIUTEIBHBIN TPOLIECC
’KU3HEHHO BaYKHBIX OPTraHOB WM CUCTEM
Tsoxenoe (nterkux, nmouek, [THC, cepaeuno-
> 6 OayIoB
obocTpeHue COCYJIUCTOM CUCTEMBI), UTO TpeOyeT
MIPOBE/ICHUS AKTUBHOT'O MMaTOT€HETUYECKOTO

JICUCHMUS.

Y3eJKO0BbIM MOJUAPTEPUUT — OTO CHCTEMHBIM HEKPOTU3UPYIOLIUN
BaCKyJIUT — 3a00JI€BaHUE apTepUil CPETHET0 U MEJIKOTrO Kajauodpa 0e3 BOBJICUCHHUSI B
IIaTOJIOTUYECKUH IIPOLIECC apTEPUOJI, KAITWLUIAPOB U BEHYJI. JaHHBIN [OJIUAPTEPUUT
ObLT BiepBhie onucaH B 1866 r. Kyccmaynem u Meitepom. 3a0oeBaHne NpoTeKaeT
c o0Opa3oBaHMEM AaHEBPU3M COCYIOB M BTOPUYHBIM IOPAKEHUEM OPraHOB U
CUCTEM. XapaKTEpHbIM IIPU3HAK Y3E€JIKOBOIO IIEPUAPTEPUNATA — IIOPAKEHUE
apTepuil BHYTPEHHHUX OPraHoOB, Ipexje Bcero modek. Cocyapl Majoro Kpyra He
CTpaZaloT, HO BO3MOXKHO IOpak€HUE OpOHXMAJIBHBIX apTepuil. ['paHynemsl,
’03MHO(PUIMS U CKIOHHOCTh K aJJIEPTUYECKUM 3a00JI€BaHUSAM JIs1 KJIACCUYECKOTO
BapHUaHTa Y3€JIKOBOTO nepuapTepunTa HEXapaKTEePHBI. Hpyrum
pacnpoCcTpaHEHHBIM Ha3BAHUEM 3TOT0O 3a00JI€BaHUS SIBISIETCS TEPMUH «Y3E€JIKOBBIM
nepuaptepunt. [lo MKB-10 — M30 — y3e1K0BBIi TOTHAPTEPUHUT U POJCTBEHHBIC
COCTOSIHUS.

ONUIEMHUOJIOTHS. Y3€JKOBBIM TOJIUMAPTEPUUT — BCTPEUACTCS HE YacTo,

IIO3TOMY €r0 AMUAEMHUOJIOTHS N3yYeHa HEOCTATOYHO. EXXEroqHo peructpupyercs
0,2—1 HOBBIN cnydait OGosie3nn Ha 100 Thic. HaceneHus. boje3Hb HauMHAETCS B
cpenHeM B 48 ner. MyXuuHbI OOJICIOT Yy3€IKOBBIM IMOJUAPTEPUUTOM B 3-5 pa3
yare, 4eM KEHILHUHBI.

OTHOJIOTUSL W TATOTE€HE3 Y3€JIKOBOTrO nojmaprepuuta. B pa3Butumn

Y3CJIKOBOT'O IMMOJIMAPTCPUNTA MOKHO BBISIBUTH ABA CYIICCTBCHHBIX (baKTopa:

. HENIEPEHOCHUMOCTD JIEKAPCTB
. IIEPCUCTUPOBAHUE BUpYca renatura B.
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N3BecTtHO okoj0 100 mpemapaToB, ¢ KOTOPBIMH MOYKHO CBSI3aTh Pa3BUTHE
Y3€JIKOBOTO IOJauapTepuuTa. JIekapCcTBEHHBINM BaCKyJIUT Yalle BCEro pPa3BUBACTCSA
y JIALL C OTSTOUICHHBIM AJUIEPTUYECKUM aHAMHE30M.

bonwsmoe BHuManue ynensercs BupycHoi uHpekiuu. Y 30-40% OOIbHBIX
Y3EJIKOBBIM NOJUAPTEPUUTOM OOHAPYKUBAETCS B KPOBU MMOBEPXHOCTHBIN aHTUTECH
renatuta B (HBsAg), unu uMmmyHHBIE KOMIUIEKCHI, BKiIodaromue HbsAg, a Takxke
npyrue anturensl renarura B (HBeAg) u antutena k antureny HBcAg, kotopsiii
oOpasyercs npu peruimkanuu Bupyca. Bupyc rematuta C ob6HapyxuBaroT y 5%
OOJIBHBIX TEPUAPTEPUUTOM, HO €r0 MATOT€HETUYECKAs! POJIb ITI0KA HE JOKA3aHa.

Nmerotcst (akThl, TOBOPSALIME O T€HETUYECKOW MPEAPACIONIOKEHHOCTH K
y3€JIKOBOMY IOJIMAPTEPUUTY, XOTs C omnpeneneHHbM HLA-aHTHUreHOM CBsI3b HE
YCTaHOBJICHA.

B marorenese = y3e€JKOBOIO  IMOJHUAPTEPUUTA  UMEIOT  3HAYCHUE
MMMYHOKOMIUIEKCHBIA IIPOLIECC U THUIIEPYYBCTBUTEIBHOCTh 3aMEIJICHHOIO THIIA,
IpyU KOTOPOM BEAYIIYI0 pPOJb HUIPAIOT JUMQPOHIHBIE KIETKHM M Makpodaru,
oTMeyaeTcss HapyumieHue ¢yHkuuu T-nmumdonuroB. Halinensl nmupkyaupyromne
uMMyHHbIe KoMIuiekchl (LIUK), B cocTaB KOTOpBIX BXOAWUT aBCTPAIMUCKUI
aHTUIeH. DT UMMYHHBIE KOMIUIEKChl OOHapYy>KEHBI B COCYJaX, MOYKaX U JAPYTUX
TKAHSIX.

HaTOMODd)OJ'IOFI/IH Y3CJIKOBOT'O ITIOJIMAPTCPHUUTA

JI71s1 y3eIKOBOTO TIeprapTepUUTa XapaKTepHbI BOCMIAJICHHE M HEKPO3 METKUX
U CPEIHUX apTEepPUi MBIIICYHOTO THIA, TPUYEM B TPOIECC BOBJICUYCHA BCS CTCHKA
cocyza; B HEH IPOUCXOIAT Bee (pa3bl pa3BUTHUS TTOBPEIKICHUS COSTMHUATETHHON TKAHH.

B nanpHeiieM B 9TUX K€ 30HAX MOSBISAETCS BOCIHAIUTENbHAS KJIETOYHAs
UHOUITBTpAIUs BCEX CIIOEB CTCHKH cocya, OCylIecTBIsieMast
NOJIMMOPGHOSACPHBIMU  JICHKOIIUTAMH € TPUMECHIO D03UHO(MUIIOB, KOTOpas
3aMeHsieTcss WHUIbTpanue auMdonuTaMu W TUIA3MAaTHUYECKUMH  KJIETKaMHU.
Hcxon atoro mporecca — ¢GuOpo3 CTEHKHM COCyAa, 4YTO BEAECT K O0Opa30BaHUIO

aHEBpPU3M JUAMETPOM 10 1 cM.
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Aprepun cTpajaroT HE Ha BCEM MPOTSHKEHUM, Yalle MOPaKaroTcs MecTa
BETBJICHUSI.

Tak kak mpouecc CerMeHTapHbIN, TO MEXIY MUKPOAHEBPU3MaMU UMEIOTCS
HEIMOBPEXKICHHBIE YYACTKH COCYIa. DT U3MEHEHHSI COCY/ia BBI3BIBAIOT MTOPAKEHUE
COOTBETCTBYIOILIETO OpraHa, a IMOPAKEHUE WHTUMBI, €€ mpoiaudepanus -
CIOCOOCTBYIOT TpombOo3aMm. HapyiieHue mnpoxoauMocTH cocyla BeleT K
uHpapKTaM B COOTBETCTBYIOIIMX OOJAcTsIX, HayuHAs OT TIOYEK, KOHYas
uH(papkToM MUOKapaa. Ha mpoTspkeHHMM OJHOTO COCyJlla MOKHO BCTPETUTH BCE
CTaauM Ipolecca. BocmanuTenbHbId TPOLECC MOXKET PacHpOCTPAHATHCA Ha
Onusnexane BeHbl. llopaxeHue BEeHyl HEXApaKTEpHO M TOBOPUT B IMOJIb3Y
MUKPOIOJIMAHTUUTA WM CMEIIaHHOTO BacKyiuTa. Ha octpoii craguu 3a0oneBaHus
— BCE CIIOM COCYAMCTOM CTEHKM W MpWIEeKAIIUe TKAHH HHPUIBTPUPOBAHBI
HelTpoduiiaMu, 4YTO BBI3BIBAET Mposudepannio HHTUMBL. Ha momgoctpoit u
XPOHUYECKON CTaausX - B MHOUIbTpATE MOSBISIOTCS JTUMQpOUUTH. PazBuBaercs
(GUOPUHOUIHBIN HEKPO3 COCYIUMCTOM CTEHKH, IIPOCBET COCyAa CyKaercs,
BO3MOXHBI TpOM003, HWH(MAPKT MHUTAEMbIX TOPAXKEHHBIM COCYIOM TKaHEH,
KPOBOM3IUSHUA. 3aKUBJIEHUE — COMPOBOXKIAaETC (UOPO30M U MOKET MPUBECTU K
elie OOJbIIEMY CYKEHHUIO IPOCBETA, BILUIOTh JI0 OKKITFO3HHL.

B mpomecc MOryr BOBJIEKaTbCS MHOTHE OpraHbl; KIWHAYECKas W
TUCTOJIOTUYECKAs] KapTHHA 3aBUCUT OT JIOKAJIM3AlMU MOPAXEHHBIX COCYAOB U
TSHKECTH HWILIEMHYECKOTO TMOBPEXACHUS TKaHel. Kak yxke TroBOpUIIOCH, MpHU
y3€JIKOBOM MOJUAPTEPUUTE COCYAbl MAJIOro Kpyra He CTpajaroT, a OpOHXHAIbHbIE
COCYIbl TIOPAXKAOTCS HEYACTO, B TO K€ BPEMS MPU MUKPOINOJUAHTUUTE B JETKUX
yacTo ObIBaeT KanmwuisipuuT. [lopakeHne moyexk mpu y3eIKOBOM IOJIHAPTEPUUTE
XapaKTepHU3yeTcs: apTepuuToM 0e3 rioMepyloHedpuTa; MHUKPONOIUAHTHUTY,
HAIIPOTUB, CBOMCTBEHEH TJIOMEPYIOHEPPHUT. Y OOJIBHBIX C TSKEION apTepUaTbHON
TUIIEPTOHUEN, KaK MPaBUIIO0, UMEETCS TJIIOMEPYJIOCKIEPO3, HHOT/Ia B COUETAHUU C
riioMepynonedputom. Kpome TOro, B pas3iIWyHBIX OpraHax oOOHAPYKUBAIOT
MOCJICICTBUS CaMOM apTEPUAIBHOM TUIIEPTOHHH.

Knnanueckue INPOABJICHUA Y3CJIKOBOI'O IMMOJIMAPTECPUUTA
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CucremHOCcTh  3a00JIeBaHUS  NPU  y3€JIKOBOM  IOJHUAPTEPUUTE  —
IPOCJIEKMBAETCS C CaMOro Havaja ero KimHudeckod manudecrauuu. [Ipouecc
HAYMHAETCS MOCTENEHHO, PeXe OCTPO (IOCie MprueMa HEKOTOPBIX JIEKAPCTBEHHBIX
MpenapaToB), ¢ JUXOPAJIKU, MUAITUNA, 00JEH B CycTaBaX, KOKHBIX BBICBHIITAHUN U
noxyaeHusi. HMHorma ne0lOT HANOMHMHAET PEBMATUYECKYIO MOJUMUAITHIO.
Jluxopagka MMeeT MECTO y TMOJABISIONIET0 OOJbIIMHCTBA OONBHBIX. OJIHAKO
JUINTEJIbHOE HM30JIMPOBAHHOE  TOBBIIICHWE TEMIIEpaTyphl TPHU  y3EJIKOBOM
noJiMapTepunTe — HaOmogaercs penako. B Havaine 3a0oneBaHusi XapaKTEPHO
BBIPXEHHOE MOXYACHHUE BIUIOTH 10 KaXEKCUU. 3HaYUTENbHAs MTOTEePsi MacChl Tena,
KaK TpaBWJIO, CBUICTEIBCTBYET O BBICOKOM aKTMBHOCTH OOJie3HU. ApPTpHT,
apTpaiTui W MHUQITUA  BCeTpevaTces y 65-70% OONbHBIX  y3€ITKOBBIM
MOJMAPTEPUUTOM M YACTO CBSI3aHBI C BOCHAJIEHHUEM COCYJIOB, CHAOMXKAIOIIMX
KPOBBIO TIOTIEPEYHO-TIOJI0CATYI0 MYCKYJIATypy U CyCTaBbl. TUMMMYHBI MHTEHCHUBHbIE
0071 B MKPOHOKHBIX MBIIIIIAX, HHOTJIA BIUIOTh O OOE3/BIKUBAHUS. APTpairuu
BCTpEYaroTCs yaiue B AeOroTe Oosie3HU. [IpuMepHO B 4eTBEPTH CIy4yaeB UMEET
MECTO TPAH3UTOPHBIN, HEACHOPMUPYIOUIUNA APTPUT C MOPAKEHUEM OJHOTO HWITU
HECKOJBKHX cycTaBoB. [lopaxenue koxu Habmomaercs y 40-45% OonpHBIX, U
MOXET OBITh OJIHUM W3 TIEPBBIX TMPOSBICHUA Y3€JIKOBOIO IOJIHAPTEPUUTA.
XapakTepHbl: COCYMCTas MamyJoneTexuaabHas Mmypnypa, pexe - Oyiie3Hble U
BE3UKYJIE3HbIC BBICHITaHUA. [I0IKOXKHBIE y3eTK1 00HAPYKUBAIOTCS PENIKO.

[TonuueiponaTus Mpu y3eJIKOBOM IMoHapTepuuTe — Berpedaercs y 50-60%
OOMBHBIX. DTOT CHHIAPOM OTHOCUTCS K YHCITY CaMBIX YacCThIX M PAHHUX MPU3HAKOB
3a0oneBanus. KnnmHWueckn HeHpomaTHsl MPOSBISIETCS MHTEHCUBHBIMH OOJISIMUA U
napecte3usmMu. MlHora BUraTeIbHbIe PAcCCTPONCTBA MPEIIECTBYIOT HAPYIIICHUIO
YyBCTBUTENIbHOCTU. Hepenko oTmedaroTcst royioBHbIe  Oonmu.  OmmcaHbl
TUTNEPKUHETUYCCKUN CHHAPOM, HH(APKTBI MO3ra, TeMOPpParuyecKuii WHCYIIBT,
MICUXO3BI.

[Topaxxenne mouek HaoOmogaetrcs y 60-80% OOJMBHBIX  Y3€JIKOBBIM
noymapTepuuToM. [lo COBpEMEHHBIM TPEICTABICHUSAM TMPU  KIACCUYECKOM

y3€JIKOBOM TOJHApTepUUTe — TNpeodjagaeT COCYAUCTBIM THI  TOYEYHOU
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naTtoyiornd. BocnanuTenbHble  U3MEHEHMs, KakK [OpaBWIO,  3aTparuBaroT
MEXOJIEBbIE apTepuu M peako aprepuoisibl. [lojararoT, YTO pa3BUTHE
rJIOMepyJIOHEppUTa — HEXapaKTEpHO JUIsl 3TOro 3alojieBaHUs M HaOIomaercs
[JIaBHBIM 00pa3oM IpU MHUKPOCKONMMYECKOM aHruuTe. bpicTpoe HapacTtaHue
NOYEYHON HEIOCTATOYHOCTH OOBIYHO CBSA3aHO C MHOXXECTBEHHBIMH HMH(apKTaMu
nouek. Hanbosee yacTbIMu NpU3HAKAMU MOPAKEHUS MOYEK IMPHU KIACCHUYECKOM
Y3€JIKOBOM IMOJIMAPTEPUUTE SIBISIOTCA YMEPEHHAs! IPOTEUHYpHs (moTeps Oenka < 1
r/cyTkn) U Mukporemarypus. [locienHss pacueHuBaeTcsl Kak IpU3HAaK aKTUBHOCTH
Oonesnn. HaOmiogmaercs Takke HE CBSI3aHHAasE C MOYEBOM  HMHQEKIUEH
JeHKOUUTYpUs. ApTepralibHasi TUIIEPTEH3US PETUCTPUPYETCS Y TPETH OOIBHBIX.

[TpusHaku mMOpakeHUs CepAeYHO-COCYIAUCTOM CHCTEMbl HAOIIOAAIOTCS Y
40% OOJBHBIX Y3EJIKOBBIM MOAUAPTEPUUTOM. OHU MPOSIBISIOTCA TUNEpTpoduen
JIEBOTO XKEJIyA0UYKa, TAXUKAPAUEH, HAPYIICHUSIMU cepedHOoro putMa. Koponapuut
IIPU Y3€JIKOBOM IIOJIMAPTEPUUTE MOKET NPUBOAMUTH K PA3BUTHUIO CTCHOKAPIUU U
uH(papkra muokapnaa. [lopaxenne JXXKT — Becbma xapaktepHas ¥ HaumOoJiee
Tskenas (opMa OpPraHHOM MATOJIOTMM NPU  y3€JIKOBOM  IOJHUAPTEPHUUTE.
Bcerpeuaercs npu y3enkoBoM nonuaprepunte B 44% cmydaeB. KnuHudecku OHO
HanOoJIee YacTo MPOSBIIIECTCS TOIHOTOW M PBOTON. bonu B )kuBOTE HAOIIOMAOTCS
IPUMEPHO y TPETU OOJBbHBIX Y3E€JIKOBBIM MOJIMAPTEPUUTOM, UX Pa3BUTHE OOBIYHO
0OyCJIOBJIEHO MILIEMHEN TOHKOTO, PEXKE IPYTUX OTAEIOB KUIIEYHUKA.

Wnorga 3aboneBaHre MaHU(ECTUPYET C KIMHUYECKOW KAPTHUHBI OCTPOTO
KUBOTA C SIBJICHUSMU MEPUTOHHUTA, OCTPOrO XOJEUUCTUTA WM AINIMEHIULNTA.
Huddy3Hbie 001 B KUBOTE B COUETAHUU C MEJIEHOM BCTpEUaroTCa Ipu TpoMOo3e
ME3EHTEPHUAIIBHBIX COCYJIOB.

[TonoBeie OpraHbl — NOPAYXKAKOTCS MPHU Y3€JIKOBOM Nonuaptepunute — B 25%
ciydaeB. [lopaxenue mnposiBisiercs OOJbI0O B MOILOHKE, OOJNbIO B MpUIATKaX
MaTki. MOXXHO yKa3aTh TaKXE W Ha MOPAKEHHE NEYEHH, I1a3 U T.1. Bo3MoxkHO
JIOKaJIbHOE MPOSIBICHHUE Y3€IKOBOIO MOJMAPTEPUUTA 0€3 CUCTEMHOIO MOPAKEHUS,
XOTSl HAJIMYUE MOCJEIHEro 60see TUITUYHO.

JIMarHOCTHKA Y3€JIKOBOI'O NOJUAPTEPUUTA
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JIaGopaTopHble U3MEHEHUS MTPH Y3€IKOBOM IMOJIUAPTEPUUTE HECTIEUU(DUUHBI.
OOBIYHO OnpenenseTcs:

« yckopenue COD,

e JICUKOLIMTO3,

e TPOMOOITUTO3,

o yBenuueHue KoHieHtpanuu CPB,

e yMEpEHHass HOpPMOXPOMHAasl aHEMHS],

e peako 303uHO(HIINS, KOTOpast Oosiee xapakTepHa ajsi cuaapoma Yapra-Crpoca,

 TmoBbIIeHUE KOHIeHTpanuu 1M u medeHOYHBIX (PEePMEHTOB MPU HOPMATHLHOM
ypOBHE OMIMpyOuHa,

o BBIpRXCHHAas aHEMUs, KaK TMpaBWiIo, HaOMOIaeTca TMpPU YPEMUU WIH
KPOBOTEUCHHUH,

o cHmwxeHue C; u C; KOMIIOHEHTOB KOMIUJIEMEHTA KOPPEIUPYET C MOPAKEHUEM
NOYEK, KOKH U 00LIe aKTUBHOCTBIO OOJIE3HHU,

o HBsAg BreisiBIIsIeTCA B CBIBOPOTKAX y 7-63% OONBHBIX,

¢ YACTO BCTPEYAIOUIMMCS, HO HE MATOTHOMOHHUYHBIM MPU3HAKOM KJIACCUYECKOTO
Y3€JIKOBOT'O MOJUAPTEPUUTA SABIISIIOTCS aHEBPU3MBI U CTEHO3 apTEPHl CPETHETO
kanmubpa. Pasmep cocymucthix aneBpusm BapbupyeT or 1 no 5 mm. OHu
MPEUMYIIECTBEHHO JIOKATU3YIOTCA B apTEpHUsiX MOUYEK, OpbDKEWKH, MEYEHU U

MOTYT Mcue3aTh Ha (poHe Y3PPEKTUBHON Tepanuu.

VY OONBbHBIX C MOpPaKEHHWEM MOYEK NpPU HCCIEJOBAaHMM MOYEBOIO OCajKa
MMEIOT MECTO: yMEPEHHas NPOTEHHYypus, remarypus. llommaprepuur n0JDKEH
UCKJIIOYATbCS - Y BCEX OOJBHBIX C JUXOPAAKOH, MOXYIAECHUEM M MpPU3HAKAMU
MOJIMOPTAaHHOTO MOPaKEHUsI (COCYUCTAsl IMypITypa, MHOKECTBEHHbIII MOHOHEBPUT,
MOYEBOM CHUHAPOM). J{JIsl MOCTAaHOBKM JAMArHO3a y3€JIKOBOIO MOJUAPTEPUUTA, KaK
IPAaBUIIO, HApALY C KIMHUYECKUMH JaHHBIMH, HEOOXOIUMO M Mop(dojgoruuyeckoe
noaTBepxkaeHue. lccnegoBaHue KOXKHOrO —OHoONTara IO3BOJIIET  BBIIBUTH
NOPaKEHUE MEJIKMX COCY/AO0B, HO 3TOT MPHU3HAK HEAOCTATOYHO CIEUM(PUYEH U HE

BCETJla KOPPEIUPYET C CUCTEMHBIM MTOPAKEHUEM COCYI0B.
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JIMarHoCTUYECKHE KPUTEPUH Y3EJIKOBOIO MOJHAPTEPUUTAa AMEPUKAHCKON

KOJIJICTUN PEBMATOJIOTOB:

1.

[Toxynenue > 4 kr (moTeps Macchl Tela ¢ MOMEHTa Havasia 3a00sieBaHus Ha 4 KT
1 OoJiee, HE CBs3aHHAS C OCOOCHHOCTSIMU MUTAHUS U T.1I.).

CeruaToe nuBeAo (MATHUCTBIC, CETYAThle W3MEHEHUS PUCYHKAa KOXH Ha
KOHEYHOCTSIX U TYJIOBHUIIIE).

bonb unm OONE3HEHHOCTh siMYEK (ONIyllleHHe O0aM Wih OOJIE3HEHHOCTU B
AUYKaX, HE CBA3aHHOE ¢ MH(]EKIuen, TpaBMOM U T.11.).

Muanrnu, cj1abocTh WM OOJIS3HEHHOCTH B MBIIIIAX HMKHUX KOHEYHOCTEH
(zuddy3HpIe MUANTHH, UCKIIOYAs IUICYEBOM MOSIC WM MOSICHUYHYIO 00JIacTh,
cJ1a00CTh MBI WM 00JIE€3HEHHOCTh B MBIIIIIIAX HUKHUX KOHEUHOCTEH).
MoHoHeBpUT WM NoJuHEeWponathss  (pa3BUTUE  MOHOHEWpONATHH,
MHO>KECTBEHHON MOHOHEHPOIIATUH WUJTU TIOTMHEHPOTIATHH ).

Muactonuyeckoe nasieHue > 90 Mm pr.cT.

[ToBblllIeHHE MOYEBUHBI WJIM KpEaTUHUHA KPOBU (MOBBIIIEHHE MOYEBUHBI >40
Mr% wiaM KpeaTuHuHa > 15Mr%, He cBsI3aHHOE C JAETrHApaTalueil Wiu
HapyIICHUEM BbIJICJICHUS MOYH).

Nudexnus Bupycom renatuta B (manmume HBsSAg wnm antuten x BHUpyCY
renatuta B B CBIBOPOTKE KPOBH).

Aprepuorpadguyeckie M3MEHEeHUs (aHEBPU3MbI UM OKKJIFO3UU BUCLEPATBHBIX
apTepui, BBISBIEMbIE TIPU aHTUOTpaduu, HE CBA3aHHBIE C ATEPOCKIIEPO3OM,
dbubpomackyssspHOM  JuCIla3uel W JPYTMMH  HEBOCHAJIUTEIbHBIMU

3a00JIEBaHUSIMHA ).

10.buornicusa:  HeWTpopuiabl B  CTEHKE MEIKMX U  CPEJAHHX  apTepuid

(TUCTONIOTMYECKUE  W3MEHEHHWS, CBHUJACTEIBCTBYIOIINE O  TPUCYTCTBUU
TPaHYJIOIMTOB WU TPAHYJIOIUTOB W MOHOHYKJICAPHBIX KJIETOK B CTEHKE
apTepuii).

Hanuune y OonbHOro Tpex W 0OoJjiee JHOOBIX KPUTEPUEB TO3BOJIAET

IOCTaBUTh JMATHO3 Y3E€JIKOBOTO MOJUAPTEPUHUTA C UYBCTBUTEIBHOCTBIO 82,2% n

cnenuuyHoCcThIO 86,6%.
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JluddepeHnmanbHas IMarHOCTUKA.

o Kiunuueckne mpusHaky, HaOMIOAaeMble TMPH CUCTEMHBIX BAaCKYJIUTaX,
BCTPEYAIOTCS MTPU CUCTEMHBIX 3a00JIEBaHUSX COCTMHUTEIBHOM TKaHU (BKIIOYast
anTuocHomUMUIHBIA CUHAPOM), UHPEKIUIX (MHMEKIHMOHHBIA 3HIOKApIUT,
cuuIuc, Apyrue CUCTEMHbIE HH(EKIMN) U OMyX0JsaX (MpeacepaHas MUKCOMa,
muMmponponudepaTUBHbIE ONYXOJU U Jp.), TIKEIOM aTEPOCKICPOTHUECKOM
MOpPaXEHUH COCYIOB.

o Heo6xomuMocTh B CBOEBPEMEHHOM TUArHOCTHKE 3a00JI€BaHUS MPOJUKTOBaHA
NOTPEOHOCTHIO B paHHEM ([0 pa3BUTHS HEOOPATUMOTO MOPAKEHUS >KU3HEHHO
BaXHBIX OPTaHOB) Ha3HAYEHUH arpecCUBHOMN TEpaInu.

o CucreMHbIe BaCKyJUTHI IOJDKHBI UCKIIFOUATHCS Y BCEX OOJIBHBIX C JIMXOPAJIKOH,
MOXyTaHuEM U TIPU3HAKaMH MOJIHOPTaHHOTO MOPaKeHUs (CocyaucTas mypiypa,
MHO’KE€CTBEHHBI MOHOHEBPUT, MOUYEBOW CUHIPOM).

TeueHue y3enKOBOro MOJMApTEPUUTAa OOBIYHO TSKENOE, TaK Kak
MOpaXKArOTCsl MHOTHE KHU3HEHHO BakHBbIE opranbl. [o Temmam pa3BuTus 60Je3HH,
IPOrPECCUPOBAHUS  Y3€JIKOBOIO MOJUAPTEPUUTA MOXKET ObITh pa3InyHbIM. B
OILICHKE AaKTHUBHOCTH OOJIE3HU, KPOME KIMHUYECKUX JaHHBIX, UMEIOT 3HAYCHHE
Ja0opaTopHble TOKa3aTesld, XOTSs OHM U HecnenuduuHbl. OTMmedaroTcs
yckopeHHass COD, neWKouuTo3, 303UHO(MINS, HapacTaHWE Y-TJIOOYJIMHOB,
noBbimaercs konmuectBo LMK, cHmkaeTcs coaepkaHnue KOMILUIEMEHTA.

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

Kak mpu y3enkoBoM mnepuapTepumre, TaKk W NPU MHUKPONOJIHAHTHUUTE B
OTCYTCTBHUE JIEUEHHUS NPOTHO3 KpaitHe HeOmaronpusTeH. boje3Hb mpoTekaeT Wiu
MOJIHUEHOCHO, WJIM C TEePUOJUYECKUMHU OOOCTpEHUSIMU Ha (OHE HEYKIOHHOTO
nporpeccupoBanus. CMeEpPTh HACTylmaeT WH3-3a IIOYEYHOW HEJOCTAaTOYHOCTH,
nopaxkenus JXXKT (ocobenno nnpapkTa kuiieuyHruka ¢ nepdoparueit), cepiaedHo-
cocyauctoil maronoruu. [lopaxxenue nouek, cepaua u [HHC yvacto ycyryOmasercs
32 CUET YIOPHOW apTEepUaIbHOM THUIEPTOHUH, C ITUM CBSI3aHbl W TMIO3HUE
-JICTHAA

OCIIO)KHEHHS, KOTOpble ObIBalOT NpUYMHON cMepTu. be3 medyenus 5

BBDKHMBAEMOCTb - 13%, npu JieueHuH rIIIOKOKOPTUKOUIaMH - TipeBbiaeT 40%.
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JIeueHune y3eJIKOBOT0 MOJIMAPTEPUUTA

Heo6xogumo coueranne ['KC ¢ mukmodochamMuaoM uiam a30THOMPUHOM.
[Ipu akTUBHOM MpoOIECCe NUTOCTATUKU MPUMEHSIOT U3 pacyeTa 3-2 MI/KI' MaccChl
tena Ha ¢oHe 20-30 mr mpemuuzonona. [lomyduuB omnpeneneHHbIN KIMHUYECKHIMA
¢ dexT, He0OX0UMO JepKaTh OOJBHBIX HA MOAACPKUBAIONICH 103€ JUIUTEIHLHOE
BpeMsl B 3aBUCUMOCTH OT COCTOsSiHUSI B fanbHeimeMm. Y 90% OoJbHBIX yaaeTcs
JOCTHYb JUIUTEIIbHOM PEMUCCUH, KOTOPAsi COXPAHAETCS JaKe I0CIe OTMEHbI JICYEHHSL.

Baxueiimum sBnsiercst koppekuust AJ[ BceMH HM3BECTHBIMHU CPEJICTBAMU
(mepudepruueckne Ba3zoaUIATATOPHI, P-OJOKATOPHI, CATypeTUKH, KIODETUH H T.
1.). JleueHue aprepuaibHONM THUIEPTOHHM TO3BOJSET YMEHBIIUTH IMOPAXKEHUE
nouek, cepaua u [{THC u TsokecTh CBA3aHHBIX ¢ HUM OJIMDKAWIIUX M OTJIaJI€HHBIX
OCJIOKHEHHUM.

Hcnonbe3yroT cpeacTBa, yilyduaroniye nepudepruieckoe KpoBooopalieHue u
oOJaaroIre aHTHArperaHTHBIMUA CBOMCTBAMM: KYPaHTHUJI, TPEHTA.

Hwxe npencrtaBineHa oOuienpuHsATas cxema JieUeHUs OOJBHBIX TKEIbIMU
dbopMamMi  CHCTEMHBIX  HEKPOTH3UPYIOIIMX  BACKYJWTOB,  BKIIIOYAIOIIAs
MPUMEHEHHUE TEXHOJIOTUH AKCTPAKOPIIOPATHLHON TEMOKOPPEKIIUH.

[IprmMeHeHne TEXHOIOTUM SKCTPAKOPIIOPATIBHON N'€MOKOPPEKIIUHU B JICUECHUU
Y3€JIKOBOTO TOJIMAPTEPUNUTA. DCKAJALMOHHAS TEpanusi NPU aKTUBHOM TSHKEIOM
3a00JIeBaHUU C TMOBBIMICHUEM KpeaTuHHHA > 500 MMOJB/JT WU C JETOYHBIMU
remopparusimu: 7-10 mpouenyp miasmadepesa B TedeHue 14 nHel (ymasieHue
mia3Mel B 00beMe 60 Mi/ Kr ¢ 3amenieHueM ee paBHbIM oObemMoM 4,5-5%
YEJIOBEUECKOro ajibOyMHHA) WM MyJbC-TE€panus METHWIpeAHn3010HOM (15
Mr/Kr/cyTkn) B TedeHue 3 aHeil. Ecim BospacT OosibHBIX < 60 JI€T, BO3MOXKHO
HazHaueHue nukinodochamuna B goze 2,5 mr/ kr/cytku. UHIyKUMOHHAsA Tepanus
4-6 mecsues: nukinodochamua 2 Mr/Kr/CyTku B T€UeHUE Mecsia (MaKCUMAallbHO
150 mr/cyTkn); CHU3UTH A03y Ha 25 mr, ecnu OonpHOMY > 60 mer. KomnuecTBo
JICHKOLUTOB JOIKHO ObITh > 4,0%10%11. ITpeaun3onon 1 Mr/Kr/cyT. (MaKCHMATBHO

80 Mmr/cyTkum); CHMKaTh Kaxayilo Henmemo Ao 10 mr/cyr. B TedeHue 6 Mmec.
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[Monnep>kuBaromiasi Tepamusi: a3aTUOMPUH 2 MI/KI/CYTKH, MpenHu3oion 5-10
MT/CYTKHU.

[Tpu HocutensctBe HBSAg Beenne GOJIBHBIX Y3€IKOBBIM MEPUAPTEPHUUTOM
B IEJIOM HE OTJIMYAeTCsS OT TAaKOBOTO Yy JPYrux mnanueHToB. OJHAKo mnpu
OOHapy>KeHHH MapKepOB AaKTUBHOW pEIUIMKAllUM BHUpyca TemaTutra B mokaszaHo
Ha3zHaueHHUe MPOTUBOBUPYCHBIX npenapatoB (Md-o u BugapabuH) B cOueTaHUU CO
cpenaumu no3amu ['KC u nmoBTOpHBIME TIpolieAypaMu Iazmadepesa, B TO BpeMs
KaK [IPUMEHEHHE BBICOKUX JI03 IUTOCTATUKOB MEHEE 11€J1ec000pa3Ho.

[IpuMmeHeHue B JI€YEHUHU Y3EJIKOBOIO MEpUapTepUUTa IKCTPAKOPHIOPAIbHOM

TEMOKOPPEKIIMH, TI03BOJISIET U30MPATENIbHO YAAIATh U3 OpraHu3Ma Takue (pakTopbl

MIaTOTCHHOCTH, KaK: UPKYIUPYIONINEe HIMMYHHBIC KOMILIEKCHI M ayTOarpeCCUBHBIC
aHTHTEJa, a TAaK)Ke HM3MCHHUTh AKTHBHOCTh MMMYHHOH CHCTEMBI B TpeOyeMOM
HaIlpaBJICHUH, J1aeT BO3MOYKHOCTh 3HAYUTCIIBHO YIYUIIHTh PE3YJIbTaThl JICUCHUS
3a00JIEBaHUSL.

Kpome TOTO, HCIIOJIb30BaHNE COBPEMEHHBIX TEXHOJIOTUI

BKCTpaKOpHOpaJIBHOﬁ ICMOKOPPCKINH, KaK IIPpaBHJIO, IIO3BOJIAICT 3HAYUTCIIBHO

CHHU3UTL KYPCOBBIC JAO03blI TaKHWX HPCIIapaToB, KaK — KOPTHUKOCTCPOWAbI U

LUTOCTaTHKHU.

Jleuenue amwmuacpecanmamu U AHMUKOA2YAAHMAMU AHTHArperaHTbl WU
AHTUKOATYJISTHTHI YMEHBUIAIOT arperamuio TPOMOOLIUTOB,
MUKPOTPOMOOOOpa30BaHUE u 3HAYUTEITHHO YIIy4lIal0T CUCTEMY
MUKPOLUUPKYJISALUU. J[aHHBIE OOCTOSITENbCTBA TMOCTYKUJIM OCHOBAHHUEM IS
NPUMEHEHUSI 3TUX CPEACTB IPH JICUEHHUU Y3EJIKOBOTO MEepUapTepuuTa B Cilydae
BBIPQXEHHBIX MPU3HAKOB THUIIEPKOAryJSLUU, TUIEparperaiul TPOMOOILUTOB,
HapylIEHUsT MUKPOUUPKYJIAuu, TpomOo3oB, JIBC-cunapoma. [enapun —
AHTUKOATYJISTHT MPSAMOTO JACUCTBUSA, O0JIajaeT TakXe aHTHUKOMILIEMEHTapHBIMU
cBoiicTBamH, cHmkaeT AJl, cmocoOCTByeT YBEIMUYEHHIO Uype3a, 4TO JesiaeT
1eJIecO00pa3HbIM MPUMEHEHUE €ro MpH MOPAKEHUHU Mouyek y OonbHbix YII
Haubonee yacTo jgeueHue renapuHoM MIPOBOAUTCS IyTEM MOJKOKHOTO BBEJICHUS B

oOnacTh nepeaneit Opromnoi crenku no 15,000-20,000 EJ B cyTku (pacnpenenun
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Ha 4 wuHbekuuu) B TeueHue 1-1.5 wMecsma. B kauecTBe aHTHArperaHToB
UCIIOJB3YIOTCS KypaHTWJ, TPEHTaNI, a TakyKe Mpernaparbl HUKOTUHOBOM KHUCIOTHI
(HUKOTHHOBAs KUCIIOTa, KOMIUTaMUH, HUKoINaH). HITBC npumensitores npu YII B
CBSI3M C WX TIPOTUBOBOCIIATUTEIHHBIMU, OOJICYTOJISIOIIMMHE U Je3arperaiiOHHbIMU
ceorictBamu. HIIBC Ha3zHauyaroTCs MpU CyCTaBHOM, KOKHOM CHHIPOME, MUAIITUSAX.
AmunoxunonuHoBble coeduHenus (ACNaruil, pPe30XHH, XJIOPOXHWH, TIUIAKBEHI)
o0nanarT cnabbiM HUTOTOKCUYECKUM MU MPOTHMBOBOCHAIUTEIHHBIM CBOWCTBAMHU.
[Ipu VYII st mpenapaTbl NMPUMEHSAIOT OTPAaHUYEHHO, TJIAaBHBIM 0Opa3oM Ipu
XpPOHUYECKUX (OopMax WM JIOKAIbHBIX (KOXXHBIX) HPOSBICHUAX, OOBIYHO B
coueTaHMn ¢  Apyrumu  cpenctBamu  (mmrokokoptukouasl,  HIIBC).
AHTHONPOTEKTOPbl  HOPMAJIM3YIOT  IMPOHUIIAEMOCTh  COCYJIOB, YMEHBIIAIOT
OTEYHOCTh TKAHEW COCY/OB,-yJIyUIIAIOT META0OJMYECKHE MPOILECChl B CTEHKAX
COCYJIOB, MHUKPOUHUPKYJSILIMIO. OTH Openaparsl MOTYT  BKIIOYAThCA B
KOMIUIEKCHYI0 Tepanuio YII, ocobeHHO mnpu mnopaxeHuu mnepudhepudecKux
COCYJIOB M aHTHOMATUSX CE€TYaTku. [lapmuoun (aHTMHUH, TUPUIUHOIKapOamar,
MPOJIEKTUH) — 00JIaJJaeT BBINICYKa3aHHBIMU CBOMCTBAMHU aHTHOIIPOTEKTOPOB, 3TO
CBSI3aHO B 3HAYUTEJIBHOW MEpPE C BIUSHUEM HAa KUHUHKAJUIMKPEUHOBYIO CHUCTEMY,
OCOOEHHO C yYMEHBIIICHHEM aKTMBHOCTH OpanukuHuHa. Ha3zHauaeTcss BHYTpH IO
0.25 r 4 pa3a B ieHb, 3aTEM MPHU XOPOUIEH MEPEHOCUMOCTH 103y YBEJIMUYUBAIOT 10
0.75 r (3 Tabnetkn) 4 pa3a B neHb. Kypc neuenust — ot 2 10 6 mecsiueB. Kanvyus
oobezunam (IOKCUYM) — TpuMeHseTcs BHyTph 1o 0.25 r 3-4 pasza B AcHb B
TeueHue 3-4 Henenb U Jaxe MecsieB B 3aBUcUMOCTU OT 3d@dekrta. [Ipemapar
0COOEHHO MOKa3aH NpH MOPAXKEHUH COCY/I0B CETYATKHU.

I'emopparuyeckuii Backyautr, wuiu Oone3nb Illenneitna-I'enoxa,
CUCTEMHBIA BACKYJUT, NOPAXAIONIMKA MEIKUE COCYAbl W MPOSBIISIOIIAMNCS
najgpbnupyeMor myprypod (0OOBIYHO Ha STOAWIAX M HOTax), apTpajirue,
MOPAKEHUEM KEITYJOUHO-KUIIIEYHOTO TPAKTA U TIIOMEPYIOHEHPUTOM.

I'emopparuueckuii BackyauT — ObU1 BrepBble onucad [llenneitnom B 1837 1.
u l'enoxom B 1868 r. IlopaxkeHue modexk NpU TreMOPParkuecKOM BaCKYJIUTE

onrcano J[xonconom B 1852 r.
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Dnudemuonio2us.

['emopparuueckuii BacKyJIHT — JOCTATOYHO wyacToe 3aboneBaHue. Yaiue
CTpajaroT JeTH 4-7 JieT, HO MOTryT OOJIETh Kak I'pyAHBIE JI€TH, TaK U B3POCIbIE.
3a0051eBa€MOCTh 3aBUCUT OT BPEMEHHM Troja, MakCUMajbHa BECHOW. MyXYHHBI
00JIEI0T reMOopparn4eckuM BacKyJIuToM B 1,5 pa3za yaie.

Ilamonocuueckasn anamomus U namoz2eHe3 2emMoppasuiecko20 6acKyIuma.

CyHOCTBIO MaTOJOTMYECKOI0 MPoLEecca TP reMOppParnueckoM BacKyJIUTE
SBJIIETCS. MHOKECTBEHHBI MUKPOTPOMOOBACKYJIUT, IOPAXKAIOIINNA COCY bl KOXKU U
BHYTPEHHHUX OPTaHOB.

I[Io cBoel mOpupoAe TEMOPpPArMyeCKH  BaCKyJUT  OTHOCUTCA K
UMMYHOKOMIUIEKCHBIM 3a00JIEBAHUSM. HenocpencrseHHon IPUYUHON
HAKOIUJIEHUSI aHTUT€HA MOKET OBbITh MEPEHECEHHAs] BUPYCHAs WM OakTepuaibHas
UHQpEKINs, NPUBUBKH, HEKOTOpPHIE MEAMKAMEHTO3HbIE Mpenaparbl, NHUIIEBbIE
IIPOJYKThI, YKYChl HACEKOMBIX, Iapa3uTapHbIC NHBA3UU U Jaxe Xonol. Pa3sutue n
IIPOTrPECCUPOBAHUE TEMOPPArMUECKOr0 BACKYJIHUTA CBS3BIBAIOT C OTJIOKEHUEM B
COCYIUCTOM CTEHKE HMMMYHHBIX KOMIUIEKCOB. VIMMyHHBIE KOMILJIEKCHI 4Yalle
conepxkat IgA. DToT ke Ki1acc UMMYHOTJI00YJIMHOB OOHAPYKUBAIOT MPU OMOTICU U
MIOYKH.

B nocnennue ronpl nosiBUIIMCH CBeleHUs 0 TOM, uTo IgA oGmanaer, ckopee,
POTUBOBOCHAIUTENbHBIMA ~ CBOWCTBAMHM, YE€M  IPOBOCHAJIUTENbHBIMHU, U
yBeJlIMYeHUEe cuHTe3a [gA MokeT OBITh pACLEHEHO KaK KOMIIEHCATOPHBIN
MEXaHU3M B OTBET Ha pPa3BUBUIYIOCS BOCHAIMTENbHYIO peakuuio. O0 3ToM
CBUJETENBCTBYIOT ClIeIytouIue (haKThl:

. IgA obamaer CITOCOOHOCTBIO YMEHBIIATh MPOYKITHIO
MPOBOCTAIUTENBHBIX LUTOKUHOB ((hakTopa Hekposza onmyxonmun o — DOHOa,
uHTepaeikuna 6 — NJI6);

* [gA obHapyxuBaeTCs B HHAOTEINN HEMOPAKEHHBIX COCYZOB U B ME3aHTUU
HEM3MEHEHHBIX TOYEUYHBIX KITyOOUKOB;

* ontucana BT mpu momHom cenexktuBHOM Aeduriute IgA.
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Hapsiny ¢ yka3aHHBIM NPUBOJIATCS CBEIEHUS O TOM, YTO y OOJBIIMHCTBA
oonpHbIXx BIIIT B mepuon oOocTpeHHMs KOXKHOTO BacKyiduTa HaOII01aeTcs
TPaH3UTOPHAST OSHJOTOKCEMUS, HCTOYHUKOM KOTOpOH, HauOoyiee BEPOSATHO,
apigercss JKKT. Ha 310 yka3siBaeT oOHapyK€HHE XPOHHYECKOTO BOCHAJICHHS B
CIIM3UCTON O00O0JIOYKE TOHKOW KHIIKH, YTO MPUBOAUT K HAPYIICHHIO (DYHKIMH
KHILIEYHOTO Oaphepa M Pa3BUTHIO TPAH3UTOPHOU 3HAOTOKCeMUU. [IpencraBnenHoe
MOXET CBUAETEIBCTBOBATH O BAXKHOM POJIM XPOHUYECKOTO BOCHAJIEHUS KUIIEYHOU
CTeHKHU B narorexese bIIIT

B murepatype obcyxknaercs 3Hauenne NO, WUJI1, NJI6, ®HOa, nentura u
np. B mexanusme pazputus BIIT'. OgHako HeoOxoauMO AanbHENIIee U3yUeHUE X
poiH B TeHe3e 00JIe3HH

Knunuueckas KapmuHa u JZCZ6ODCZmODHbl€ OaHHbLe npu cemoppazu4eckKkom

eacKkyiume.

[lo KIMHUYECKOMY  TEUEHHMIO  pa3ju4aroT  cieayomue  (GopMsl

rEMOpPParnyeCcKOro BacKyJINTa:
« KOJXKHas WM mpoctas popma — purpura simplex
« cycraBHas opma — purpura reumatica
« abmoMuHasbHas popma — purpura abdominalis
« TmoYeyHas Gpopma — purpura renalis
« ObicTpoTekymas ¢popma — purpura fulminans

[Toutn y Bcex OOJNIBHBIX OBIBAaCT MajgblUpyeMasl Myprypa, y MHOTHX —
apTpairusi 6e3 BeIpakeHHOro apTputa. Chillb MPU FrEMOPPAruueckoM BaCKYJIUTE —
MPEJICTABJICHA MEJIKOTOUYEUHBIMU CHMMETPUYHO PACIIOJI0KEHHBIMU TETEXUSIMH,
MPEUMYIIECTBEHHO HAa HEKHBIX Y4YacTKax KOXHU. B TskKenbIX ciyyasx NETeXuu
OCJIOJKHSIFOTCA HEKpPO3aMu KOXHU. VIHTEHCUBHAs ChINlb AEPKUTCS 4 — 5 THEH, 3aTeM
MOCTENEHHO cThXaeT. Y B3pocibix B 70% ciaydaeB reMopparuuyecKuil BaCKyJIUT
HauuHaeTcs ¢ cbind, a B 20% — ¢ nopaxenust XKKT u cycraBoB. Y 50% nerei,
OOJIbHBIX TEMOPPAruYeCKUM BaCKYJIUTOM, TEPBBIMU TMOSBIISIIOTCS CUMIITOMBI

nopaxenus kKoxu, KKT u cycraBos.
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[Topaxenue XKXKT, kotopoe otmeudaercst y 70% OONbHBIX JeTell, MPOSBIsETCS
CXBaTKOOOpa3HOW OOJIbIO B KUBOTE, OOBIYHO HAa (POHE TONTHOTHI, PBOTHI, TIOHOCA
(4acTO C KpPOBBIO U CIM3bI0) WIM 3amopa; M3peaKa HaOJI0aeTcsi WHBAarMHalMs
KUIIICYHUKA.

[TopaxeHue nmoyek OObIYHO OIPAaHUYMBAETCS JIETKUM TJIOMEPYJIOHEPPUTOM C
IPOTEUHYPHUEN, MUKpOTEMAaTypue U 3pUTPOLUTAPHBIMY LIUIMHAPAMH U IIPOXOIUT
0e3 neuenus. M3penka BO3HUKAET OBICTPOMPOrPECCUPYIOLIUIN TIIOMEPYIOHEPPHUT.
VY B3poCibIX NOpak€HUE MOYEK IPU reMOpparndeckoM BacKyJIHUTe ObIBaeT Oosee
TSKEIJIBIM; TIPOTEKAET CKPBITO, UTO TPEOYET TIIATEIILHOTO HAOIIOACHMS.

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

JIabopaTopHble UCCIENOBaHUS MPU FEMOPPArMYECKOM BaCKYJIHUTE BBISBISIIOT
YMEPEHBIA JIEMKOIIMTO3, UHOTAAa 303MHOPMINI0. UUCIO TpOMOOLMTOB B HOpPME,
aKTUBHOCTb KOMILUIEMEHTa HE H3MeHeHa. [IpuMepHO y MOJOBHUHBI OOJIBHBIX
HOBBILIEH YPOBEHb IgA.

Knaccudukannonnsie kpurepun nyprypsl Iénnsitna-I'enoxa:

e [lanbnupyemas mypmypa: ciierka BO3BbI-IIAIOIINECS TEMOPPArHueCKUe KOKHBIE
U3MEHEHUS, HE CBSI3aHHbIE C TPOMOOIIUTONICHUEH.

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

e bomm B xxuBoTe: nuddy3HpIe 00IM B KUBOTE, YCHIUBAIOIIUECS MMOCe TpuéMa
NUIIY, WIA UIIEMUS] KUIIEYHUKA (MOXKET ObITh KHIIEYHOE KPOBOTECUECHHUE).

e buomncus: oOHapykeHHE TpPaHYJIOLUTOB: THUCTOJIOTUYECKHE HM3MEHEHUS,
MPOSIBIISI-FOIIMECS] TPAHYJIOLMTAPHON HMH(PUIbTpa-IUMENd CTEHOK apTepuosn M
BEHYIL.

e Hanuuue y 0oxapHOro AByX MU Oosee JOObIX KPUTEPHUEB MO3BOJSET MOCTABUTH
JIMarHo3 ¢ YyBCTBUTENBHOCTHIO 87,1 % u cneunduy-HocThIo 87,7%.

JluddepeHnmanbHas IMarHOCTUKA.

o Kimanueckme mnpuszHaky, HAOMOMaeMble TP CHCTEMHBIX BAaCKYJIMTAX,
BCTPEYAIOTCS MTPH CUCTEMHBIX 3a00JICBaHUSAX COCTUHUTEILHON TKaHU (BKITIOUAs
aHTUGOCHONUIUIHBIN CUHAPOM), MH(DEKusax (MHPEKIIMOHHBINA SHIOKAPIUT,

cuuInc, Apyrue CUCTEMHbIE MH(EKIUN) U ONMyXO0JsaX (MpeacepaHas MUKCOMa,
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auMdonpoaudepaTuBHbIE OMYXOIHM U Ap.), TSHKEIOM aTepOCKICPOTHYECKOM
IIOPAKEHUU COCYJIOB.

o Heo6xomuMocTh B CBOEBPEMEHHOM TUArHOCTUKE 3a00JI€BaHUS MPOJUKTOBaHA
NOTPEOHOCTBIO B PaHHEM (10 pa3BUTHUS HEOOPATHUMOIO MOPAXKEHUS KU3HEHHO
Ba)KHBIX OPTraHOB) HA3HAYEHUU arpECCUBHOMN TEpAIHH.

o CucrteMHbIE BaCKYJIUTHI IOJKHBI UCKIIIOYATHCS Y BCEX OOJBHBIX C JIMXOPATKOH,
NOXYAaHUEM U PHU3HAKAMH MOJUOPTAHHOTO NOpa)KeHUs (CoCyaucTas mypIrypa,
MHOKECTBEHHBIN MOHOHEBPHUT, MOUEBOM CUHIPOM).

HD02H03 npu cemoppacudecCKom e6acKyiunie

IIporno3 GnaronpusteH. Kak npaBuiio, HaCTyIaeT MOJIHOE BBI3AOPOBIIEHUE.
JletanpHOCTh HHU3KA, CMEpPTh OOBIYHO HACTYNAeT B pe3yJbTaTe MOYEYHOU
HEJ0CTaTOYHOCTH.

Jleuenue cemoppacudecKko20 6acKyiuma

Jlns neTeit 1 B3pOCIbIX JIEYEHWE FreMOPParnyecKoro BaCKyauTa OJJMHAKOBOE.

OTMEHSAIOT Tpemnaparbl, C MPUMEHEHUEM KOTOPBIX MOXKET OBITh CBSI3aHO
BO3HUKHOBeHHE 3a0ojieBaHus. [Ipn HEOOXOIMMOCTH Ha3HAYAIOT MPEAHU30JI0H - 1
MT/KT/CyT BHYTpPbB; 10 MEpE€ TOTO, KaK COCTOSHHWE YIydIIaeTcs, J03y CHUXKAIOT.
[ TFOKOKOPTUKOUABI YMEHBINAIOT OTEKH, apTpardio U 00 B JKUBOTE, HO HE
MIOMOTAIOT TIPH MOPAKECHUU KOXKH U TOYEK, HE YCKOPSIOT HACTYIICHHE PEMHCCUU
U HE TPemoTBpalaloT penuauBoB. OOIMIENPU3HAHO, YTO TPU BBISBICHUU
KpuorioOynuHeMur, BbICOKoM COD, a Takke IpH OBICTPOIPOTPECCUPYIOMINX
dbopmMax TeMOpparuyeckoro BacKyJWTa B JICUCHHH 3a00JeBaHUS TTOMOTAET
miasMadepes ¢ mepeaMBaHWEM ~ JOHOPCKOMW  TUTa3Mbl B COYETAHUU  C
UMMYHOJIeTIpeccanTamMu. J[s JiedeHuss OOJBHBIX T'€MOPPAaruyecKUM BaCKYJIHUTOM
UCIIOJB3YIOTCS TEXHOJOTUM OOpabOTKH ILJIa3Mbl, MO3BOJSIONINE U30UpATEILHO
yAAJIUTh W3 OpraHu3Ma IUPKYJIUPYIONIME HWMMYHHBIE KOMIUICKCBHI, a TaKXKe
TEXHOJIOTUU AKCTPAKOPHOPATLHOM UMMyHOpapMaKOTEpaIHH, JIAfOIIHe
BO3MOYKHOCTh HM3MCHHTH AaKTUBHOCTh HWMMYHHOH CHCTEMBI B JKEJIaeMOM
HaIpaBJICHUH, HE CHIDKAs MOTEHITMATa UMMYHOJIOTHYECKOM 3al[UThl OpraHu3Ma B

OCJIOM.
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Pe3ynprarel nedyeHnss ¢ MUCHONIB30BAHUEM TEXHOJIOTMU 3KCTPAKOPIOPATBLHOU
FEMOKOPPEKLIMH IOKa3bIBAIOT, YTO JOCTUYb YCIE€Xa MOXHO JaXe B TKEIbIX
CIIy4asix TeMOPpPAarnyecKoro BacKyJInTa.

ATNbTepHATHBHBIE METOAbI JedeHus. B mocimenHee Bpems Ui JICUCHUS
YIOPHO PEUUIUBUPYIOUIETO KOKHOTO CHHIpoMa y B3pocibix ¢ BIII mpuMeHstor
KOJIXMIIMH, JIAllCOH, €ro KOMOWHAIMI0 C TMEHTOKCHU(PWIIMHOM, cylbdacaia3zuH
.CBeieHuil 00 HCHOJB30BAaHUHM JTHX IMpemapaToB y JeTed B JUTEpaType He
BCTpEUAJIU.

[Tnazmagepes (IIP) moxer ObITh 3PGEKTUBEH TPU TOPHUAHOCTH
KIIMHAYECKUX  MpOsBIEHUA  Ooje3Hn K  Oa3ucHOM  Tepamuu,  IpHU
OBICTPONPOTPECCUPYIOIIEM  HEPpUTE U  HEBO3MOXXHOCTH  HCIIOJIb30BaHMUS
remonuanusa. Hedput nmurensHocthio 3—4 wmec pedpakrepen k [ID. B
HACTOAIIEE BpEeMsl MOABWINCH COOOIIEHHS OO0 YCIEUIHOM JICYEHUU TSXKEIOro
abnmomuHanpHOro  cuHapoma npu  BIITT  undy3msmu  dakropa  XII
(pubpuncTadbunmzupyromero) u VIII .

B mpaktuueckoM IIaHe MPEACTaBISIOT MHTEPEC JABa HEJABHUX COOOLICHMS
ATMOHCKUX HCCIeoBaTeNield: 00 YCNEIHOM JICUEHHH TSHKEJIOTo a0JA0MUHAIIBHOTO
cuaapoma nipu nypnype lllennerina—I'eHoxa undy3usmu dakropa cBEpTHIBAaHUS
kpoBu XIII (PpubpuHCTAOMAN3UPYIONIETO) U O OJATOMPUSITHOM JOJITOCPOUYHOM
KJIIMHUYECKOM M nartomopdosornyeckoM 3ddexre GuOpUHOIUTHUECKON Tepanuu
YpOKHHA30# Ha TeueHue riomepyioHedputa npu nypnype [lenneitna—I enoxa. B
TO ke BpeMms ucnosibzoBanue XIII dakropa npu «abroMuHAIBHOW Myprype» B
CBSI3U C BBICOKOW CTOMMOCTBIO IIpernapara, No-BUAMMOMY, MOXKET ObITh pealbHON
albTEPHATUBOW  TIJIIOKOKOPTUKOWJAM  JIMIIb B  PEAKUX  Cily4dasxX  HX
Her((PEeKTUBHOCTH (WJIM TPOTUBOIIOKA3aHUHM K UX IPUMEHEHUIO):

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

WIH

ypokuHa3a BHyTpuBeHHO MeiieHHo 5000 ME/kr 3 pa3a B Henemnio B TEUCHHE

3-12 uen.
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MexaHn3M AEUCTBHS NPENAPATOB U MECTO UX B KOMILIEKCHOM Tepanuu bIIT
IPEACTOUT €IIEe U3YUHNTh.

XUpypruveckoe JieueHue

XUpypruueckoe JeUeHUE MPOBOAUTCSA OOJNBHBIM C TSKEIbIM MOpPaKEHHEM
KEITYJOUHO-KUIIEYHOTO TpaKTa M pPa3BUTUEM XUPYPIHUECKUX OCJIOKHEHUU
(MHBarvHaNus Wiu nepdopaius KUIIKN).

HoBbiMm HampaBnenueM B jedeHuun CB ¢ mopakeHHeM COCyJI0B Pa3iuyHOTO
Kanuopa, B YacTHOCTU OoJie3Hu bexdeta, kpome TpaguimonHoro HazHaueHus: ['KC
U a3aTHOINpPHHA, CUYMTAETCS TMPUMEHEHHE TMepOopalbHbIX (OPM HHTHOUTOPOB
dbochoauscrepaspl 4-T0 TUIA, KOTOPHIE 3HAYUTEIBLHO YMEHBINAIOT YKCIO SI3B Ha
CIIM3UCTON 000JI0YKE TMOJIOCTH pPTa U IMOJIOBBIX OPraHoB U BBIPAXKEHHOCTb
00JIEBOTO CUHApPOMA.

[IpodunakTuka peunauBoB. B npodunaktuke reMopparudyeckoro BacKyiauTa

BaXXHYIO POJIb UTPaeT MpeaynpekIeHre 000CTpeHU 04aroBo MH(EKIUHN, OTKa3
OT Ha3HAYEHUs AHTUOMOTHKOB W JPYrUX JIEKApCTBEHHBIX IpenaparoB 0e€3
JIOCTaTOYHBIX Ha TO OCHOBaHUH. BOJBHBIM POTUBOMOKA3aHbl IPUBUBKU U TIPOOBI
c OakTepualbHBIMU AHTHUI€HaMH (B T.4. TYOEpKyJIMHOBbIE). Y TMALUUEHTOB C
IPEUMYIIECTBEHHBIM IOPAKEHUEM II0YE€K HEOOXOIMM TOCTOSIHHBIM KOHTPOJIb

AdHaJIN30B MOYH.
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Ilpocno3 npu cemoppacuueckom _8acKyaume. I/ICXOI[ reMopparndcCKoro

BaCKyJlIMTa y JeTell B 1eoM OnarompusiTHbIA. Bri3nopoBnenue mocne nebrora
OoTMeyaeTcss 0ojee 4YeM Yy TIOJOBHHBI OOJBHBIX. BO3MOXHO AIUTENBHO
peUUANBUPYIOIIEE TEYeHUE 3a00J€BaHUs, MpPU 3TOM 4YacTOTa PEUUIUBOB
KoJIe0eTCs OT OJHOKPATHBIX 3@ HECKOJBKO JIET A0 ekeMecsyHblX. OmHaKko co
BpPEMEHEM, KaK IIPAaBUIIO, 3a00j1eBaHNe IPUOOPETAET XapaKTep MOHOCUHIPOMHOTO:
TOJIBKO KOXHasi Chblllb (PEXE - C CYCTaBHBIM CHHJIPOMOM) HWJIM pa3BUBAETCA
XPOHMUECKOE MopakeHue mnovek. [Ipum 3ToM (QyHKIMS MOYEK JIUTEIBHOE BpEMSs
ocTaercs coxpaHHOM. Mcxon B XpOHHMYECKYHO IIOYEYHYK) HENOCTATOYHOCTH
HaOJIoaeTcsl KpailHe peaKo, MpU CMEIIAHHOW (opMe TIIoMepyJOoHePpHUTa WU

OBICTPO MPOTPECCUPYIOIIEM BapHaHTe.

VI. Ilepeuenv KOHmMPOIbHBIX 80NPOCOE.
. Pacnpoctpanennocts CB.
. CoBpeMeHHbIE MpeICTaBIeHHEe 00 OCHOBHBIX MPUYUHAX BO3HUKHOBEeHUS CB.
. Knaccudukanusa CB.
. U3menenne remoauuamuku npu CB.
. OcHOBHBIE KJIMHUYECKUE TTposiBiieHus npu CB.

. Ocobennoctu (pu3uKaIbHBIX METOAOB HccienoBanus mpu CB.

~N oo o1 B~ W DN P

.C  KakuMu  HO30JOTMYECKUMH  ¢dopMaMu  HEOOXOAMMO  IMPOBOIUTH
muddepennmansayto guarnoctuky mpu CB .

8. Pertrenonornueckue nzmenenus npu CB.

9. Ocobennoctu n3menennit KT pu CB.

10.2XO-kapauorpaduueckue npusHaku rpu CB.

11. inarnoctuyeckue kpurepuu CB.

12.0OcHoBHBIC puHIIUTIEI JieueHHus pu CB.

13.TTpodunaktuaeckue meporpusitus mpu CB.

14.TTporuo3 npu CB.

VII. Ilpumepvr mecmogwvix 3a0anuil
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1. B kieTounoM UH(UIBTpATE IPU y3EIKOBOM MEPHAPTEPUNTE HAOTIOAAIOTCS
CJIEAYIOIINE KOMIIOHEHTBI, KPOME:
A. MOHOIIUTEI
B. Jlumdorutsr
C. Do3uHO(PuIIBI
D. TpomMOGOIUTHI
E. bazodums
2. B nedeHun y3eakoBOro nepuapTepurTa He IPUMEHSIOT CIASAYIOITYIO TPYIITY
penapaTos:
A. I'mokoxopTukocrepouasi, HIIBC
B. luTocTaTuKy, aMUHOXHMHOJMHOBUE COSIUHEHMS
C. AHTHarperanTsl, aHTUKOATyJISTHThI
D. AHTHOMOTHKHN
E. Cynshonunamuasl.
3. IlopaxkeHne KaKuX CyCTaBOB BCTPEUACTCA PEXKe MPHU y3E€ITKOBOM NepuapTepuute?
A. KoneHHBIX
B. MexdanaHroBeIx Kucten
C. IlineueBnIx
D. JIokTeBbIX
E. 'oneHOCTOIHBIX
4. ITopaxkeHue JErkux Mpu y3eJIKOBOM MEPUAPTEPUUTE MPOSIBIISICTCS B BUJIE:
A. BHeOOJIEHUYHON THEBMOHUU.
B. ITueBMOCKepo3a.
C. JlerouHoro BacKyJuTa
D. bpouxwura.
E.IlneBputa
5. [nst y3enKoBOro nepuapTepunuTa XapakTEpPHbI CIEIYIOIINE NEPBbIE CUMITTOMBI
KpOoMe:
A. Jluxopasaka

B. bonp B MpI111ax u cycrasax
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C. KoxHbl€ BBICHIITAHUS
D. Ilomnypus
E. Huapes
6. [Ipu y3e1KOBOM NepuapTEPUUTE OTMEUYAETCA BOCHAIUTENbHAS KIIETOYHAS
uHpuIbTparus 1 GUOPUHO3HBIN HEKPO3:
A. AIBeHTUIINU
B. Meana
C. Dupgorenus
D. UHTMMO-MEANATBHOTO CII0sI
E. Bcex cioeB cocyucTon CTEeHKU
7. Yaiile B KakuX MBIIITAX HAOI01aI0TCSI HHTEHCUBHBIE OOJIH MPHU y3EIKOBOM
nepuaprepuure?
A. IKpOHO>KHBIX
B. JKeBarenbHbIx
C. IlireueBoro nosica
D. MexpeOepHbix
E. [Ipenmieuss
8. I[opaxenue XKKT npu y3e1KOBOM NEPUAPTEPUNUTE TPOSBISAETCS CACTYIOIIUMHU
M3MEHEHUSIMU KPOME:
A. bonsiMu B pa3M4HBIX OT/IENIaX KUBOTA
B. XKujakum CTyJIOM C IPUMECHIO KPOBH U CIIU3HU
C. Ilpucrynamu KaiabKyJI€3HOTO XOJICIIUCTATA
D. XKemyno4HO-KUIIEUHBIMU KPOBOTEUEHUSIMH
E. l'actpur
9. AGIOMHHAJIBHBIN CUHAPOM IPH Y3€JIKOBOM MEPUAPTEPUUTE 00YCIOBIICH
CJIEAYIOIINM, KpOME:
A. CocyuCTBhIMHU SI3BaMU
B. Nmemuen
C. TpoM0030M apTepuaIbHBIX CTBOJIOB

D. Jluckune3unen )KeruHbIX IyTen
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E. XKenynouHo-KHIIEYHBIM KPOBOTEYEHUEM
10. Jlnarno3 y3eiaKoBbIil NEPUAPTEPUUT IMOATBEPKIACTCA:
A. Y3U BHYTpEHHUX OPraHOB
B. Koponaporpadumn
C. buoricuei MeIKuX U CpeHUX apTepuid
D. Ro-rpadus nerkux
E. [Iporennorpamma
11. ITpu kakuX MATOJIOTMYECKHUX MPOIIECCaX MOXKET Pa3BUBATHCS reMOPArnYECKUi
BaCKYJUT?
A. Undexumonnsie 3a001€BaHus.
B. Onyxoneble 3a001€BaHusl.
C. IMMyHOKOMIIIIEKCHBIE 3a00IeBaHMUS.
D. Merabonuyeckue HapyImeHus.
E. Bce BrImenepeunciaeHHoOe.
12. B ocHOBE pa3BUTUS MUKPOTPOMOOOOpa30BaHUsI IPU FEMOPArHYECKOM
BaCKYJIUTE JIEKaT clieyronue GakTopbl:
A. HacnenctBennslii nepunur anturpomouna I1I.
B. Hacnencreennniit gedunut nporenna C.
C. Camxenne GUOPUHOIUTUYECKON aKTUBHOCTH KPOBH.
D. Cunapom AMCCEMUHUPOBAHHOTO BHYTPUCOCYUCTOTO CBEPTHIBAHUS
(ABC-cunapom).
E. Bce BollenepedncieHHble (akTOpBbl.
13. Beibepute qUarHoCTUYECKUE TECTHI ISl BBISIBJICHUS HAPYILLICHU B
TPOMOOLIUTAPHO-COCYAUCTOM 3BEHE T€MOCTa3a MNPy reMOparndeckoM BacKyJIUTE:
A. IIpoTrpoMOHHOBOE BpeMs.
B. AUTB.
C. Ompenenenre CTeNeHn arperaiuu TpPOMOOIIMTOB.
D. Onpenenenrie KoaM4ecTBa TPOMOOIIUTOB.
E. MamxetouHas mpooa.

14. B sHAoTENMU COCYA0B NPHU MIPU TEMOPArHY€CKOM BaCKYJIUTE UMEET MECTO:
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A. BocnanurenbHbIi poiiecc.
B. ductpoduueckuii mpoiiec.
C. IloBbIlIeHHAs CEKpEIHs YHIOTEIMEM OKCHIA a30Ta.
D. Camxkenue cunates3a daktopa ¢hoH Bumiedpannaa.
E. [ToBblllIeHHas HAKIIOHHOCTH K TpOMO0O0Opa30BaHHUIO.
15. Kakue opransl HauboJiee 4acTo MOpaXkaroTcs MpU MPU TeMOparunieckom
BacCKyJIuTe?
A. T'oj10BHOM MO3T.
B. Cepae.
C. IToukwu.
D. CycraBsl.
E. SAuynuk.
16. BriGepute kuHNUECKHE U 1a00paTOPHBIE IPU3HAKU, XapaKTEPHbIE IS TIPU
reMOparu4eckoM BacKYJIUTE:
A. AYTB B npenenax HOPMBI.
B. BpeMms kpoBoTeueHuUs B IpeiesiaX HOPMBI.
C. MenkoTouYe4HbIE TeMOppParndecKre BhICHITIAHMS Ha KOXKeE.
D. PenuauBupytoniyie KpOBOTEUEHUS U3 HOCA.
E. Menopparuu.
17. Beibepute jeKapCTBEHHbIE MPENAPaThl, IPUMEHSIEMbIE AJIs JICUCHUS
IpU FeMOpParuyeckoM BacKyJIUTE!
A. Butamun K (Bukacon®).
B. I'emapus.
C. HIIBC.
D. KopTukocrepouibl.
E. AHTHKOAryJIssHTBI HEOPSIMOTO IEUCTBHUS.
18. BriOepute HEBEpHBIE YTBEPHKIEHUSI OTHOCUTEIFHO TeéMOParniyeckoro
BaCKYJIUTA!
A. MoxeT ObITh IPOSIBJICHUEM PA3THUYHBIX HH(PEKITHA.

B. O,Z[HI/IM N3 KIIMHUYCCKUX CUMIITOMOB SABJISCTCSA IrEéMaTypus.
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C. ITaromoponoruueckas OCHOBA - BOCTIAJTUTENbHAS PEAKIIHS COCYTUCTON
CTEHKHU.

D. 3a0osieBaHue 4acTo BCTpeyaeTcs B JETCKOM BO3pAcCTe.

E. Yacro pasBuaercs JIBC-cunapom.
19. B xakoM 3BeHE reMocTaza UMEET MECTO MIEPBUYHOE HapyIICHHUE
IIPU FEMOPAruyecKoM BacKyJIuTe?

A. IInma3mMeHHBIN TEMOCTA3.

B. TpoMOouuTapHO-COCYAUCTHII reMocTas.

C. GubpuHOIUTHYECKAS CUCTEMA.

D. Cucrema pu3HOIOTHYECKUX aHTUKOATYJISTHTOB.

E. Bo Bcex 3BeHbsIX.
20. Kakre npu3Haku XapaKTEPHbI I TEMOPATUYECKOr0 BACKYJIUTA U HE
XapaKTEpHbI JJI1 TEMOPPArnuecKol TeIeaHIMIKTa3uu?

A. CemeliHbIE CITy4daH.

B. Hannuue xene3onepuMTHON aHEMUHU.

C. Hanuune remopparuii Ha CIM3UCTBHIX.

D. CycraBHOW CHUHIPOM.

E. Coxpanenue reMopparu4ecKux BBICHITIAHUN MTPU HAIaBIMBAHUU.

TecroBble 3a1aun
1. Bonpnoit I1. 25 nmet moctynui B OOJBHUILY C Kajdo0aMHU Ha TOJOBHYIO OOJb,
MOBBIIICHUE TEMIEPATypbl TeJa, MOSBICHUE CBIMHM, TPU HEAETU TOMY Hazajl
NEPEHEC OCTPYI0 PECHHUPATOPHYIO BUPYCHYIO HUHGpekuuto. OObEKTUBHO:
neTexyaibHble BUCHIMAHUS HAa CUMMETPUYHBIX Y4acTKaX Tejla MPEeUMYLIECTBEHHO
Ha HOrax u srogunax, remneparypa tena 37,4° C.  AJZl-110/ 80 mm pr.ct. OAK:
Ap-3,2*10%/1, HB-110 r/m, KI1-0,9, Tp — 160*109/m, Jleit-8,7*10°/1, E-4% B-0%,
I1-7%, C-56%, JIumd-26%, Mo-7%, COD-17 mm/4. Konuenrpamus ¢akropa Y|
160%. IIpenBapuTenbHBIA JUArHO3:
A ['eMopparnyeckuii BaCKyJIUT

B bone3ns Panaro-Ocnepa
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C WNanonatudeckast TpOMOOILIMTONEHUYECKAS ITypITypa

D bonesns Bunnebpanna

E ['emodunus A
2. Myxuuna, 37 ner, noxyaen Ha 6 kr 3a mocienuuit roa. JXKamyerca Ha 60ib B
MBIIIIIIAX TOJICHEH, B Maxy, OHEMEHHE KOHEYHOCTeW. B aH. KpoBU — MO3UTUBHBIN
MOBEPXHOCTHBIM aHTUTeH BUpyca remaruta B; mouyeBuna — 10,18 mmonw/m,
KpeaTHHUH — 93,12 MKMOJB/A. Y CTAaHOBUTDH JUArHO3 OOJIBHOMY.

A VY3€IKOBBIN ITOJIUAPTEPUUT

B Cunapom Yapra-Ctpocca

C Backymur [llennsiin-I" enoxa

D O6uTepUpYIOMHKN TPOMOAHTUUAT

E bonesns bexuery
3. BonpHoit M., 39 1., mocTynui B G0JIbHHUILY C jKall00aMH Ha CTOMKOE MOBBIIIICHHUE
TEMIIepaTyphbl Tella, TMOTIUBOCTh, 00Jb, B MBIIIIAX, CYCTaBax, MOSCHUIIC, 3yl
koxu. Knmauueckoro sddexra or mpuema aHTUOAKTEpUATIBHBIX CpPEJICTB HE
ormeueHo. (06-HO: Ha KOXE PYK M HOTI' TeMOpparuyeckas Chillb U TMOJAKOKHbBIE
oOpa3oBaHus. AH.KPOBH: 3p.-3,7X1012/n, He-110 r/n, neiik.-9,1x10%n, e-34%, 6-
1%, 1-6 %, c-45 %, 1-9%, M-5%; TpomMOoIUTHI-280 X109/J'I, COD -25 mm/4gac. B
Moum Oenok - 0,066 r/m 3p 9-10 B 11/3, ruanuHOBBIC TUIKMHAPEL. Kakoil auarxos y
TAHHOT'O OOJILHOr0?

A V3enKoBbIil IepUapTEPHUUT.

B ['momepynonedppur

C PeBmaTuzm
D lepmMaToMuo3uT

E ['emopparnyeckuii BaCKyJIAT

4. BonbHas 60 Jer, KalyeTcss HAa CUMMETPUYHYIO IAITYJI€3HO-TEMOPPArNYECKYIO
CBIIIb Ha KOKE€ TOJIEHEH, Oenep, B o0nacTtu cycTtaBoB. M3 aHamMHe3a U3BECTHO, YTO
CBIIIb MOSIBUJIACh 2 HENENM Haszaja mocie npuema aukiodenaka. OOBEKTUBHO:

HM)KHHUC KOHCYHOCTHU IIACTO3HBIC, CBIIIb HC HCUYC3ACT IIPpW HAaAAaBJIIMBAHHH. B
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aHanW3e KpOBU: HEUTpOPWIBHBIA JeikonuTo3, yckopennoe COD. Bam
MpeABAPUTEIbHBINA TUAarHO3?

A I'eMopparuueckuii BACKYJIHT.

B Jleiikos.

C Cencuc.

D CKB.

E 'emodumnus.
5. XKenumna 35 ner gocTaBiieHa B XUPYPTrUYECKOE OTHCICHHE B TKEIOM
COCTOSIHHH C Kajjo0aMH Ha CHJIBHYIO Pa3IUTYIO OOJb MO BCEMY KUBOTY, TOILITHOTY,
pPBOTY. YXyIIEHWE COCTOSIHUS HAaCTYNWJIO 3a 2 AHS JO TOCHUTAIM3aluy, KOorja Ha
KOK€ KOHEYHOCTEN BO3HUK MEJIKOTOYEUYHAs] T€MOpPpPAruyeckasl Chbillb, BO3HUKIIU
CXBaTKoOOpa3Hble 00U B KUBOTE, KPOBSIHUCTBIC BBIJICTICHUS W3 MPSMOW KUIIIKH.
3a 2 Hejienu 10 3TOTo MepeHecia OCTPYIo BUPYCHYIO HHpekini0. O0beKTUBHO: AJ]
90/60 mm pt. cT., YCC 95 / MuH, KUBOT NP NaJIbIAIUU HAMPSIKEH, CUMIITOMBI
paznpaxenuss  OprommHbl. Ilpuw  HccienqoBaHMM — KpOBUM — HaOMIOAAIOTCA
HEUTPOPUIIbHBIA  JTEMKOIUTO3 U  DO3MHO(PWIMS, YMEHBIIEHHE KOJUYEeCTBA
SPUTPOLUTOB U reMoraoonHa. Kakoi 1uarno3 MOXHO yCTaHOBUTh y OOJIBHON?

A T'emopparuueckuii BaCKyJIHT

B I'emodunus

C TpomboruTonieHnyeckas mypiypa

D Bone3ns Kpona

E 'emoppouansHOe KpOBOTEUEHUE

VIII. /lumepamypa.

OcHoBHas:

1. Buytpennue 6omne3nu o Tuncnu P. Xappucony. [Tox pen. 3. ®@ayuu, 1O.
bpaynBanbaa, K. Mccenbbaxepa, [x. Yuncona, /Ix. Maprtuna, J[. Kacnepa, C.
Xaysepa u [l. JIonro. B nByx Tomax. Ilep. ¢ aurin. — M., IIpaktuka — Mak-
['poy—Xuwun (coBMecTHOE u3nanue), 2012.
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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 HapylleHHeM HuX (YHKIHUH, 3aKaHYMBAIOIIEeCs
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
MPOIJICHUH JKU3HU U YIYUYIICHUH €€ KauecTBa.

1I. Yuebnwie yenu 3anamus.

Osznaxomumocs (o-1):

e CkiiepoJepMusi B CTPYKType 3a00JIEBAEMOCTH U 001IeH CMEpPTHOCTH;
e DOtHojnorus 00Jie3HH;
e (Oco0EHHOCTH MMAaTOreHe3a CKIEPOIEPMUN;
o Knaccudukanus;
e XapaxTep NOPAKEHUS KOKU;
o KimHHUueckue nposiBICHUS MOPAKEHUS OPTaHOB U CUCTEM;
o JlubdepenunanpHas TuarHoCcTUKa C IPYTUMU CUCTEMHBIMU 3a00JICBAaHUSIMU;
e MeTo/1bl JOTIOTHUTENBHBIX UCCIEIOBAHUM, TO3BOJISIIOIIUX YTOUHUTH IMATHO3,
e Jleuenue u npodusiakTUKa 3a00JI€BaHUSI.
3uams (o-11):
e XapaxTep NOPAKEHUS KOKU;
e [lopaxkeHus cepeYHO-COCYUCTON CUCTEMBI;
e [Ipossienus co croponsl KKT
e XapakTep MOpaKeHUsI CyCTaBOB;;
e CoCynHCTbIC MOPAKEHUS,;
e [lopaxeHHsI OPraHOB JbIXaHUS,
e [lopaxenus noyex;

e DHJOKPUHHbBIEC HAPYIICHUS;
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o CREST —cunnpom;

e JlabGopaTopHBbIC CIIBUTH TP CKICPOIACPMHIH;
e [IpuHIMIIBI JIEUEHNUS;

o [IpodumakTuky.

Ymems (a -1l1):

e [IpoBectu 00BEKTUBHOE 0OCIEAOBAHNE AIIECHTA;

e [IpoananuzupoBaTh Ja0OpPATOPHBIC MOKA3ATEIIH;

e OlLEHUTbh UHCTPYMEHTAIBHOE 00CIIeIOBAHUE TTAI[UEHTA;
e (COCTaBUTH IUIAH JOMOJHUTEIbHBIX UCCIEI0BAHU;

o CdopmynupoBaTh TUarHo3;

e HasHauuts JicueHue.

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

JleoHTONIOTMYECKHE  aCMeKThl MpU  paboTe Bpadya ¢  OOJIbLHBIMU
ckiepoaepmueit. Ilcuxonornyeckue npoodsieMbl y OONBHBIX CO CKIEPOJAECPMUEH U
poJib Bpaya B HX IMCHXOTEpaneBTUYECKOM Koppekiuu. [IpaBoBbie acmekThl u
BOIPOCHI MPOGeCCHOHATBHOM OTBETCTBEHHOCTH Bpaya B OINPEACICHUM TAKTUKU
JICYEHUS U OLIEHKE MTPOTHO3a 3a00JICBaHUS.

1V. Cooepocanue memol 3anamus.

CucremHasi cKjIepoaepMusi - TMPOTPECCUPYIONICE MOJIUCUHIPOMHOE
3a00JiIeBaHUE C XapaKTEPHbIMU W3MEHEHHUSIMU KOXXH, OINOPHO-ABUTATEIHLHOTO
amnmnapara, BHYTPEHHHUX OpPraHoB (JIETKHE, CEp/le, MUILECBAPUTENbHBIN TPAKT,
MOYKU) U PacCHpOCTPAaHEHHBIMU BA30CMACTUYECKUMH HAPYIICHUSIMU 110 THUITY
cuHJIpoMa PeitHO, B OCHOBE KOTOPBIX JIEKAT MTOPAXKEHUS COCAUHUTEIIBHON TKaHU C
npeobiaannemM GpuOpo3a U COCyAHMCTass MaTOJIOTHS B (OpME OOIUTEPHUPYIOIIETO
SHIAPTEPUUTA.

3aboneBaHre M3BECTHO JOCTATOYHO JIABHO, MEPBBIC MOAPOOHBIC OMHCAHUS
otHocsaTcss K 1847 r. IlepBuunas 3a0oieBaeMoCTh cocTaBiisieT oT 2,7 g0 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
HAaCEJICHHUS].

CucremHasi CKJIepoIepMHUsl IPOTEKAET KaK caMOCTOSATEIbHOE 3a00seBaHueE,
OJIHAKO MOXET MEPEKPEIINBATHCS U C APYTUMH 3a00JE€BAHUSIMHU COECIUHUTEIBHOM
TKaHWU.

OTUOJIOI'M S 3aboneBaHus B HACcTOAIIECE BpeMs M3ydeHa HEJI0CTaTouHO. B
KayecTBE TMPOBOLHUPYIOMUX OOJIE3Hb TPUTEPHBIX (HAKTOPOB CIIEAYET OTMETUTH
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 crenuduueckue
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 POACTBEHHHKH OOJBHBIX YacTO CTpajaroT
pazHooOpa3HbiMu peBmaTuueckumu 6onesnsamu (CKB, cunapom PeitHo, cunapom
[erpena u np.).

B nmnocnenHee BpeMs yBEIMUMIIOCH KOJMYECTBO pabOT IMOCBSLICHHBIX
uzydyenuto pacnpenenenus HLA-antureno npu CCJl, y Takux OOJIbHBIX Halle
4yeM M0 MOMyJIsAuK B 1esioM oOoHapyxkuBaercs HLA BS, uro maer Bo3MOXHOCTB
MOYyMaTh O €ro ONPEACICHHON POJIU B Pa3BUTHUH 3a00JI€BaHUS.

MOXHO TPEANOIIOKUTh, YTO COYETAHUE ONPEACICHHOIO AHTUTE€HHOIO
npouis ¢ BO3AEHCTBUEM NPOMBINIICHHBIX WM XUMHUYECKUX areHTOB SIBIISETCS
pEAOIINM I peau3aluuu naroresernyeckux mexanusmon 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 OOYCIIOBJEHBI BO3CHCTBHEM BHUPYCHOTO 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 JAPYIMMU ayTOMMMYHHbIMH mpoueccamu. HaOmronmaercs
CHW)KEeHHE KosimuecTBa T-muMponuToB, nucOagaHC XENNEepHOW U CYIMpPecOpHOM
aKTUBHOCTHU C MpeodiaJaHueM XeJIepoB, OOJIBIIOE KOTMYECTBO aHTUHYKJICAPHBIX
aHTUTET, HUPKYJIHPYIOLIIUX UMMYHHBIX KOMILJIEKCOB, OTJIOKEHHE
UMMYHOTJIOOYJIMHOB U T.J.

B HACTOsIIIIEE BpeMs BBISIBJICHA TECHas CBA3b MEXIY
MMMYHOKOMIIETEHTHBIMM KJE€TKaMu W (¢ubpobnactamMu uepe3 JTUM(OKHHHHBI,
KOTOpBIE CTUMYJUPYIOT mpoiudepanuio ¢(udOpodIacToB, CHUHTE3 KoJUlareHa u
[JIMKO3aMUHIJIMKAHOB, YTO YaCTUYHO OOYCIIABIMBAET KIMHUYECKYIO KapTHHY
3a00JIeBaHUS.

[TATOI'EHE3 Ilporecchl ycuineHHOTO KojuiareHo- U (Guopo3000pa3oBaHus
3aHMMAlOT LEHTPAIbHOE MECTO B MATOrEHE3€ M OINPEACNAIOT HO30JIOTHYECKYIO
cneuuuky ©Oonesnu. CCJ| kak Obl SBISETCS NPUPOJHOM  MOJENbIO
reHepain3oBaHHoro Gudposa.

Nmerorcss yOeauTenbHble JOKa3aTeNbCTBA, YTO CBOMCTBEHHbIE O0JIE3HU
WHIYypaTUBHbIE HW3MEHEHUS KOXH, KaKk U BHUCIEpodUOpPO3bl, 0O0YCIOBICHBI
3HAYUTEIBHBIM NOBbIIIEHUEM (hrOpoOIacTaMu OMOCUHTE3a KOJUIareHa, B MEHbIIEH
CTENEHU -  IJIMKO3aMUHIVIMKAHOB, MPOTEOIJIMKAHOB, C  MOCIEAYIOIIHUM
yBenuueHueMm Heopuopumioreneza. OOHapykeHa Tak k€ U30BITOYHAS MPOAYKITUS
[JIMKOMIPOTEMHA OCYIIECTBISIONIETO CBsI3b  (PUOPOOIACTOB €  KOJUIAr€HOBBIM
MaTPUKCOM.

I[Ipu CCJI umeercs paedekt wmemOpaHbl (HUOpPOOITACTOB KOXH, YTO
IPOSIBIISICTCSl  YBEJIMYEHUEM CKOPOCTH TpPAHCIOpPTa KajbIUs dYepe3 MemOpaHny,
cHkeHneM HAM®, HeaqeKkBaTHOW peakUued Ha KaTeXOJaMHUHbI, YMEHbIICHHEM
YYBCTBUTEJIBHOCTH K 3CTPAAMONY. YKa3aHHbIE HApPYIICHHUS CBUACTEIIbCTBYIOT O
BbIXOJie (prOpoOIACTOB M3 TMOJA TYMOPAJIBHOTO KOHTPOJS U MPUOOPETCHUH UMHU

OTHOCUTEIBLHON aBTOHOMHUH.
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BaxupiM  (pakTOpOM JIOKaJbHOTO U OOIIEr0 MaToreHe3a SBISIeTCS
HapyILICHHEe MHKPOLUPKYJSIUN, OOYCIOBIEHHBIE TMOPAKEHUEM COCYIUCTOU
CTEHKH M W3MEHEHHMEM BHYTPUCOCYIUCTBIX, IJIA3MEHHBIX M KJIETOYHBIX CBOICTB
KPOBH. OTH W3MEHEHHS, BHIUMO, OOYCIIOBJICHBI MOBBIIICHHOW aKTUBHOCTHIO
MuoguodpoobiacToB. B pesynpraTe oTMeuaeTcsi U30BITOUHBIN CUHTE3 PACTBOPUMBIX
(GopM KosIareHa, NopakeHUe SHAOTEINNS, €r0 TUIIEPIUIAa3Hsl, CKIEPO3 COCYIUCTON
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 mporpeccupyeT TEHACHIUS K TUIEpPKOAryyIsiiuu, YTrHETaeTcs
(¢uOprHOIN3, YTO MPUBOAMUT K CTa3y M MHUKPOTpoMOO3y. B mecTtax mectpykuuu
HHAOTEIUANBHOTO CJI0SI IPOUCXOJUT BHICBOOOXKACHUE BA30AKTUBHBIX AMUHOB, UTO
BBI3BIBACT YBEJIMYECHHE IPOHUIAEMOCTH COCYIHCTOM CTEHKH C IOCIEIYHOLIUM
OTJ0XKeHUeM (puOpHHa, a 3TO B CBOIO OYEPEb MOJACPKUBACT LIUKI MOBPEKICHUS
cocynuctoi cTeHkH. [logoOHbIE HM3MEHEHHMS MPOUCXOASIT B COCYJIaX KOXHU M
IIPaKTUYECKA BO BCEX BHYTPEHHUX OpraHax M peaju3yloTcs B KIMHUYECKON
kaptuHe CCJl reHepann30BaHHBIM CHHAPOMOM PeiiHo.

[Tatorene3 CCJI, c omnpeneneHHON N0JEH BEPOSITHOCTH, MOYKET BBITISIIETh
CJIEYIOIKMM 00pa3oM: BO3/EICTBHIE BUpYyCa MM HHOTO 3THOJIOTUYECKOTO (pakTopa
BBI3BIBAET HApYUIEHUE JEATEIbHOCTH (UOPOOIACTOB  3aKiOYaroluecs B
NOBBIIICHHOM NPOAYKIMU KOJUIareHa BO BCEX OpraHax M TKaHAX OpraHu3Ma M
HapyLIEHUEM BOCHPUATHS CUTHAJIOB CO CTOPOHBI PETYIUPYIOLIUX CHUCTEM
OpraHu3Ma. DTH HapyUIEHUs HOCAT YPE3BbIYATHO YCTONYMBBIM OOYCIIOBIEHHBIM
¢deHotunom xapakrtep. B pazButum mpouecca NpUHUMAIOT y4acTUE UMMYHHBIE
MEXaHU3Mbl C pa3BUTUEM AYyTOMMMYHHM3allUd K KOJJIar€Hy M CBSA3aHHBIE C
NOCTOSIHHOM "KOJIIIareHoBoM" ctuMyssinuei. /J{oka3aHa poJib TECHOM B3aMMOCBA3U
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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BocnanurensHble mporiecchl HAOMIOJAIOTCS MPEUMYIIECTBEHHO Ha paHHEH
cTaauu O00JIe3HHU.

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

KIIACCU®PUKALIUA 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
XapaKTEepU3yeTCsl HAIMYKMEM IUIOTHOIO OTEKA KOKM € IOCIIEAYIOIIEH UHAYPaLUEH,
pa3BUTHEM NOJUAPTPUTA, MOJUCEPO3UTA U BUCLIEPATbHON NATOJIOTUMHU Ha (OHE HE
PE3KO BBIPAKEHHBIX BA30MOTOPHBIX TPOPUUECKUX HAPYILICHHM.

Jns  XpOHHYECKOro TEYeHUs IaTOrHOMOHUYHBI  IPOIPECCUPYIOIIUI
cuHapoM PeiiHO, BBIpaKE€HHbIE TPO(PHUUECKHE  PACCTPOMCTBA,  KOTOpHIE
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 NPOSBICHUN (CYCTaBHBIX MpPU TMOJAOCTPOM TEUCHUU U
BA30CIMACTUYECKHUX - TTPU XPOHUUYECKOM);

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

III cramms maneko 3ameaIIUX H3MEHEHUN (TepMUHANbHAs),(C MpeodiagaHueM
TSDKEJIBIX  CKJIEPOTHUYECKHX, JUCTPOPUUECKUX WU  COCYIUCTO-
HEKPOTHUYECKHUX MPOIIECCOB, HEPEJKO C HAPYIICHHEM (PYHKITUU OJTHOTO

WJIU HECKOJIBKUX OPTaHOB).
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3. CTeneHn akTUBHOCTH Mpoliecca:

[ Crenenp - MHUHMManbHasi, HAONIOAAETCA NPU XPOHHUUECKOM M IMOAOCTPOM
Te4eHUU O0JIE3HU B Cydae JOCTHKEHUS 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 KAPTHUHA ©Gonesnu paszHoobOpazna: qns 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 CHMIITOMOKOMIUIEKC, 3aBUCAIINI OT MpeoOianaHus JOKaTIu3alnui
npolecca, XapakTepa TEUeHHs, CTaguu OOJIe3HH, aJeKBATHOCTH IPOBOJAMMOMN
TEpanuu u T.1.

[TopaskxeHne KOXU JIETJI0O B OCHOBY Ha3BaHHUsI OOJE3HU - (TBEPIAOKOXKHE).
KoxHble u3MeHeHus ObIBAalOT HACTOJBKO XapaKTEpHbI, YTO JUArHO3 MOKHO
MOCTaBUTh YK€ MPU NEPBOM B3rJsiAe Ha OonbHOro. Hanbonee yacTto BcTpevaercs
NOpaXeHUE KOXKH MPOXOAAIIEe CTaIuH MIIOTHOTO OTE€Ka, MHAYpalK U aTpoduu.

[InoTHBIE ~ 0e300JIE3HEHHBI  OTEK  TMEPBOHAYAIBHO  JIOKAIM3YETCs
CUMMETPUYHO B O0JAacTH KHUCTEW, OCOOEHHO TMaJbIeB, TOJIIMHA KOTOPHIX
yBenuuuBaeTcsi. Koka mpuoOperaer BOCKOBOM 1IBET, CTAHOBUTCS HANPSHKCHHOM,
onectsmied, He coOupaeTrcss B CKIAJIKy, HE CJIBHUTaeTCs IO OTHOIICHUIO
MOJIJISKAITNX TKaHEH, MPY Ha/IaBIMBAHUU ClIe[la HE OCTAETCS.

[Tpu xpoHHUECKOM Te4eHHH 3Ta (ha3a MOKET CYIIECTBOBATh MHOIO JIET, a
OpU OCTPOM TIEPEXOAUT B CTAAMIO HHAYPALUUA JUISI KOTOPOH XapaKTepHO
U3MEHEHHE OKPAacKH KOXKHBIX IMOKPOBOB (UepeqOoBaHHE TUIEPIUTMEHTAllUN U
JEMUTMEHTAITUN ), CTaHOBUTCS OTYETJIUBBIM COCYIUCTBIM PHUCYHOK,
TEJICaHTUIKTA31UHU Ha KOXKE TPY/IU U IIIEH.

ATpodusi KOXU HAOIIOAACTCs, KaK MPABHUIIO, IPU XPOHUUYECKOM TEUCHUH,

HaOJIO/laeTcsl €€ MCTOHYEHWEe,  HaTsHKeHHWE,  MacKoOOpa3HOCTh  JIMIIA,
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KHCETOOOpa3HbIe CKIAIKA BOKPYT pTa (OOJIbHBIE HE MOTYT YJIBIOAThCS, OTKPHITh
pOT, BBICYHYTH SI3bIK), WUCIIBITBIBAIOT MPOOJEMBI NPHU TOJHOM 3aKPBIBAHWH TJIa3.
Pa3BuBaercs uctonuenue ry0d u Hoca. [lo Mepe ymIoTHEHHs KOXKHM Ha HaiblaxX U
KHCTSIX PYK Pa3BUBAIOTCS CrHOATENbHBIE KOHTPAKTYphl (MaydbH MaibIlbl), a B
JAJbHEUIIIEM CKJIEPOJAKTUIINS, aKpOCKJIEpO3, YKOPOYEHUE MaJIbLIEB 3a CYET
OCTEO0JIN3A.

Paccrosinne mexnmy 3y0amMu MaKCHUMaJIbHO OTKDPBITOTO pTa, H3MEpPEHUE
CKJIAJKA B OOJACTU TMPEAIUICUYUH HCTONB3YIOTCA 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, COMPOBOXKIAIOIIMUXCA NOOEIEHUEM, I[HMAHO30M 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,
BotHeHWH. [Ipu ocMoTpe oOpamiaer BHUMaHWE H3MEHEHHE OKPACKH KOMXHBIX
ITIOKPOBOB, ITOXOJOJAAHUE KOHEYHOCTEHM, IOSABJICHUE IUIOXO M JUIMTEIBHO HE
3KUBAIONIUX SA3BOYEK, TPOHUUECKUE U3MEHEHUS HOTTEH.

B psape cnydaeB cuHapom PelHO MOXET MpoOTeKaTb 10 THILY
OOJIMTEPUPYIONIETO PHAAPTEPUNUTA, OJHAKO MyJhC 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 cunapom: Ilonuaptpanruu - HauOosiee 4YacThli W paHHUI
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 JIOKAJIM3YIOTCA NPEUMYIIIECTBEHHO B KHCTSAX U KPYIHBIX CyCTaBaXx,

pexe HMEIT paclpOCTPAHEHHBIM XapakTep, 3aTparuBas HIKHEUYEIIOCTHBIE,
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TPYAMHOKIIIOYMYHbIE, Ta300€IpeHHbIE CYCTaBbl M MO3BOHOYHHUK. WMHorma Oouib
COINPOBOXAAETCA YTPEHHEW CKOBAaHHOCTBHIO, TYTOMOJBHXHOCTBIO U OOJIEBBIMU
KOHTPaKTypaMH. [Tonuaptput - COMPOBOXKIAETCS  AKCCYJATUBHBIMU
MPOSIBICHUSIMH, YaCTO PEUUANBUPYET U HATIOMUHAET PEBMATOUIHBIA apTPUT, XOTS
IpyObIX, IECTPYKTUBHBIX U3MEHEHUHN HE HAOJII01aeTCs.

IMopa:keHue MbILI TPOSIBISIETCS yMEpPEeHHbIM (UOpo3oM u artpoduei.
Atpodus Gonee oTyeTnMBa B OOJACTH MBIIII IJICYEBOTO M TAa30BOTO IOsCa, B
JUCTANBHBIX OTJIEJIaX KOHEUHOCTEH nmpeobagaet hpudpos.

IMopaxeHne KOCTHOTO annapaTra BbIPAXXAIOTCS B SIBJICHUSIX OCTEOJIN3a WIIH
pe3opbiuu kocTH (ckaepoaakTuius). Hanbomnee xapakrepeH ocTeonn3 B 00JacTu
HOTTEBBIX (hajaHr, MHOIJA BCTPEYACTCSl paccachblBaHUE CPEIHUX U OCHOBHBIX
¢amanr, pebep U HIDKHEH YenrocTH. Brleyka3saHHble M3MEHEHUS! TIPOUCXOAIT Ha
(GoHE BBIPAKEHHOIO OCTEONOpo3a. I'eHe3 ocTeoan3a A0 KOHIA HE CEH, OJJHAKO
Haubojiee 4acTO OH PAcCMATPUBAETCS KaK CIIEJCTBUE HApPYIICHUS JIOKAJIbHOIO
KpOBOOOpAIICHHUS.

[Tpu CC/] Hepenko HaOM0qaeTCsl MOAKOKHBIN U BHYTPUKOKHBIM KalbIIMHO3
C OTJIO’)KEHUEM CBOOOIHOTO KaNbIMS B 00JACTH HOTTEBBIX (aJlaHT KUCTH, IO XOAY
dacuuii U CyXOXKHIUH.

[TopaxkeHue JEerkux BCTpedaeTcs, MO JaHHBIM pa3HbIX aBTOpoB, y 30-90%
oonpHbiXx CCJl. B ocHOBe 5€royHoil NaTOJIOTHM JIEKUT HMHTEPCTULMATIBHOE
MopakeHUE JISTKUX C Pa3BUTHEM MMMYHHOI'O BOcCHajeHus (abpBeonuTa), hudposa,
YTOJNIIEHUSI aTbBEOJISIPHBIX CTEHOK, MHTUMBI COCYJIOB U BOBJICUEHHE B IMPOIIECC
TUIEBPHI.

Knunnueckue mposiBieHuss mTHEBMO(MUOpo3a OOBIYHO BBIPAKEHBI HE
3HAYUTENbHO: HEOObIas OJIBIIIKA, IEPUOTUICCKII Kalllellb, HE3BOHKHE BIIAYKHBIC
MEJIKOMY3bIpUYaThie WM KPUIUTHPYIONIME XPHUIBI B HIDKHUX OTAENAX JIETKHUX,
YMEHBIIIEHUE AKCKYpCUU JierouHoro kpas. K ocobenHoctsMm maeBMopuOpo3a npu
CCJl crmemyer OTHECTHM OY€Hb OBICTPOE Pa3BUTUE JIETOYHOW THIEPTEH3UH, UTO
CBSI3aHO C TMOPAXXEHHEM COCYAHCTOrO pyclia JIETKUX U IPOrpecCUpyIONINM

MNOPpAKCHNEM MHTCPCTULINSA.
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B cBsi3u CO CKyAHBIMU KJIMHMUYECKUMH JIAaHHBIMH B JUArHOCTHKE JAHHOTO
BUJIA TOPAXKEHUS BEAYIIYID pOJIb HWrPalOT  JIOTNOJHUTEIbHBIE  METOJbI
uccienoBanus. [Ipu peHTreHorpaduyeckoM HCCIIeJOBAHUHU BBISBIISICTCS YCUIICHUE
JIETOYHOr'0 PUCYHKA MPEUMYILIECTBEHHO B HUKHUX OTJENax.

[Ipu BbIpakeHHOM (UOpPO3e BO3HUKAET Tpydas TKUCTas NEpecTpoiika
JISTOYHOM TKaHH, C pa3BUTHEM 3M(PHU3EMbI, HE PEAKO Mpu OpoHXorpaduu yaaercs
OTMETHTh OpOHXOA’KTa3bl. Hambosee paHHWMH SBISIOTCS W3MEHEHUE (DYHKIIUH
BHEIIHETO JIbIXaHUs, YTO BBIPAXKAETCA B CHI)KCHUU KU3HEHHOM €MKOCTHU JIETKHX,
o0Imeil €eMKOCTHM JIeTKMX W OCTaTO4YHOTo oObema. B KauecTBe OCIOKHEHUS
nHeBMopuOpo3za y OonpHbix CCJ] xodeTcs OTMETUTh 4YacToe pa3BUTHE
aNbBEOJISIPHOTO PaKa JIETKHX.

[TopaxkeHnue cepaeduHo-cocyaucToil cuctembl. B mponecc ¢hudpo3upoBanus
BOBJIEKAIOTCSI 000JIOUKH CEP/LIa U COCYAbI BCEX KAIMOPOB, KPOME ATOTO MATOJOTUs
MOKET ObITh 00YCIIOBJICHA JIETOYHON TUIIEPTEH3HUEH.

[TopaxxeHne mMuokapaa (CKIEpOAEPMHUUECKUN KapAHOCKIEPO3) BCTPEUAECTCS
y TIOJIOBUHBI OOJIBHBIX B BUJIE KPYITHOOYAroBOI0O MHOKECTBEHHOT'O CKJIEpO3a HIIU
"Muakapno3a" -  OOyCJHOBIEHHOIO OTE€KOM W  pa3pacTaHUEM  PBIXJIOH
coenuHUTENbHON TKaHU. CyOBEeKTHBHBIE KajJ0Obl YaCcTO OTCYTCTBYIOT. OJIbIIIKa,
TaxuKapAus, apuTMHUH, OOJM B 001aCTH cep/illa HAOII0JAI0TCS TOJIBKO MPHU 1aJIeKO
3allle[IIeM KapAHOCKIEepO3€e, YTO, IO-BUIUMOMY, OOBICHSIETCS MEJICHHBIM
MPOTPECCUPOBAHUEM IPOIIECCA C PA3BUTUEM KOMIIEHCATOPHBIX MeXaHu3MOB. [Ipu
ayCKYyJIbTallMU  OMNPEIEISIETCd CHM)KEHHE 3BYYHOCTH | TOHA MW MATKUU
CUCTOJIMYECKUM IIIyM Ha BEPXYIIIKE.

Ha OKI' - cHuWkeHHe BOJIbTaXKa, YJJIMHEHHE DJIEKTP. CHCTOJIBI CEpAla,
W3MEHEHUS] KOHEYHOM 4YacTH KETyJIO0YKOBOTO KOMILJIEKCAa, HApPYIIEHUS pPUTMa
cepana (PKCTPACUCTONIUS, TPEUMYIIECTBEHHO KEIYJIOYKOBAasl, HapyIICHUs
(GyHKIIUUA TIPOBOJIUMOCTH).

Pentrenonornueckoe uccieoBaHUE - PACUIUPEHHE W YIJIOTHEHHE A0PTHI.
[Ipy MenKoOYaroBOM KapIMOCKJIEpO3€ CepAle MNpuoOpeTaeT TpeyroiabHbIe

o4ucpTaHusda, C€ YMCPCHHBIM YBCIIMYCHUCM JICBOI'O IJKCIYAOYKad, CHHKACTCA
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aMIUIUTyla MyJbcalui, yTpauuBaercs AuddepeHuuanus cepaedyusix nyr. [lpu
KPYIHOOYaroBOM KapAHOCKIEPO3€ pa3BUBAaeTCs 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 c pa3BUTUEM HEJOCTATOYHOCTU MHTPAJIBHOTO, TPUKYCIUJATIBLHOTO WIH
a0pTaJIbHOTO KJIAaHOB.

[lopaxxeHue  mepukapja  Ompeaessercs, Kak  TpaBuio, npu
MaTOJIOTOAHATOMUYECKOM BCKphITUW. Hawmbosee wyacto otmedaercs ¢uopo3
IepUKapaa, €O CKyJIHOW KIMHHAYECKOM cuMnroMarukou. KpaitHe penko
JUArHOCTUPYETCS BBIIIOT U MEPUKAPIUAIbHBIE CIIANKH.

[TopakeHre OpraHoB NUILEBAPEHUS - HAMOOJIEE XapaKTEPHOE BUCLEPATIBHOE
npossienne CCJI. HapymeHus nuiieBapeHHMsT HA4YMHAKOTCA C IIOJOCTH pTa.
BcnoMHHTE HapyllIeHHe OTKPBIBaHUS PTa, BEICOBBIBAHUS S3bIKA, OCTEOJIN3 HUKHEN
YEJIIOCTH, BbIMaJieHHue 3y0oB. M3 Jpyrux OCJHOXKHEHUH ClenyeT OTMETUTh
OrpaHUYCHUE MTOJBUKHOCTH I'OJIOCOBBIX CBSI30K.

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

[Ipy pEHTreHOJOTMYECKOM HCCIEJOBAaHUM HMEET MECTO 3aMeJICHue
NPOXOXKJEeHUA Oapusi 1O NHUUIEBOAY, OCJIa0JIeHUE WIM  HMCUYE3HOBEHUE
NEPUCTAIBTUYECKUX BOJIH, PACIIMPEHUE BEPXHEW TPETH INMUUIEBOAA U CYKEHHUE
HIDKHEH.

BonpHBIE C MOpaKEHHEM JKEIyAKa OTMEYaroT YYyBCTBO IOJHOTHI WIIU
TSOKECTH B OIUTracTpalbHOM 00nacTH, OTcyTcTBUE amnmeruta. CekpeTropHas
GyHKUHMS KellyJKa CHM)KEHa, OTMEYAEeTCs axJIOpTruipusi. PeHTreHolornyecku -

ATOHUA, OITYIICHUC U JUJIATALlUA.
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[Topaxxenne  TOHKOrO  KHIIEYHHKA  XapaKTepuszyeTrcss  OOJbl0 B
AMUTacTPaIbHOM 00NacTH, PBOTOM, HEPEAKO OOJBIIMM KOJIUYECTBOM IIHIIH,
METEOpU3MOM, pa3BUTUEM CHUHJPOMA HApYIICHHUS BCachbiBaHUS (IIOHOCHI U
CHIDKEHHE MacCChl TeJia).

Jns BOBIIeUEHHS] B TMATOJIOTMYECKUH TMPOIECC TOJICTONO KHILIEYHUKA
XapaKTEpHO PA3BUTHE YIOPHBIX U MPOTPECCUPYIOIIMX 3alOpOB JTOCTUTAOIINX
CTEIICHH KUIIEYHOM HENpPOXOoAMMOCTH. Mnu pa3BuTMeM uyepenoBaHUs 3allOpOB U
MTOHOCOB (3aMOPHBIE TOHOCHI).

YacTto BCTpewaeTcs THUINOMOTOPHAs JHUCKUHE3US JKEIIYHOIO Iy3BIps M
IPOTOKOB B COYETAaHWMU C THUNEPTOHycoM chuHKTepa Opau. Pexe pa3BuBaetcs
($ubpo3 NOKENTYIOUHOM JKEJe3bl C HEAOCTATOYHOCTBIO CEKPETOPHOU (pyHKIIUU.

B mnocinennee Bpems mmpoko wucnoib3yerca TtepmuH "CREST"-cunapom
KOTOPBIA HUCIIONIBb3YETCs sl 0003HAUEHHUSI ONPEIEICHHOTO COUETaHUsl IPU3HAKOB
CCJ (xanbumHO3, cMHIpOM PeiiHO, mopakeHHe MNHILEBOJAA, CKICPOJAKTUIUS U
TEJIEaHTMIKTAa311) XapaKTePU3YIOIHNX JOOPOKAUECTBEHHOE TeUEeHUE 3a001€BaHUS.

[Topaxenue nouek - "ckiaepogepMuyeckas Hepponatusa" - XapaKTepu3yeTcs
OBICTPBIM MOBBIIIEHUEM U CTOMKUMHU LHU(PPAMHU apTEpUATBHOTO JAABJICHHUS, PETUHO-
u sHIe(damonaTrei, Ype3BbIYaiiHO OBICTPHIM PA3BUTHEM a30TEMHUH U XPOHUYECKOMN
IIOYEYHOW HEJOCTATOYHOCTH. B ocagke MOYM OIpeAensercs NpOTEHHYpUs,
reMaTypus, JEHKOUUTYpUs, UMIUHAPYpUs. JlaHHbIE W3MEHEHUs SBIISAIOTCS
CJIEICTBHEM BBIPAKEHHBIX COCYIUCTBIX PACCTPOMCTB B MOYKE WU MHOKECTBEHHBIX
(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 MOPAKAECTCS CPABHUTEIIBHO PENKO U B
OCHOBHOM B CBSI3M C HaJMYMEM COCYIMCTOM IATOJIOTHMHU: Ba3ocClasMa |
OpPraHWYECKOr0 U3MEHEHHUSI MO3TOBBIX COCYIOB.

B otaenbHbIX choydasx BCTpedaroTcs JHIE(DATUTl W MEHUHTHUTHL
XpoHHUYECKass HEBPOJIOTNYECKAsT CUMIITOMATUKA Pa3BUBAETCS IMOCTENEHHO, CIIEpBa

OOJBHBIX OECIOKOUT TOJIOBHAsI 00JIb, YYBCTBO TSKECTH, IIIyM B YIIaX, CHI)KEHHE

121



naMATH. 3aTEM Pa3BUBAIOTCS 000JIOYEYHO-KOPKOBBIN CHHIPOM C TMpeoOiaanueM
(buOPO3HO-CKIIEPOTH-YECKNX HM3MECHECHHM, KIWHUYECKA TNPOSBISIONINXCS KAk
TSDKEJIBIA aTepOCKIEPO3 COCYI0B TOJIOBHOTO MO3Ta UM BO3PACTHBIC U3MEHEHUS.

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

N3meHeHust O CTOPOHBI PHJIOKPUHHOM CHCTEMBbI BCTPEYAETCS JIOCTATOYHO
gacto. HaOmomarorcss HapymieHus (QYHKIHH TIUTOBUAHOW (THIO-, THMEp-, U
TUChYHKIIMS KEJe3bl), MOJOBBIX Keje3 (MMIOTEHIUS Y MYKUMH M HapyUICHUs
MEHCTPYaJILHOTO ITUKJIA y KSHIITMH) ¥ HAAMIOYCYHUKOB.

N3 o6mmx nposBinennit CCJl caexyer OTMETHUTH:

- NoXyAaHUe, Kak MPaBUJIO 3HAYUTEIHHOE, HE CBSI3aHHOE C MOPAKECHUEM
KEITYTOYHO-KUAIIEIHOTO TpakTa. B cpemHemM moteps Beca COCTaBIsET
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
TUIIOTEPMUMU.

- 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
MJIOTHOBATHIE. MIHOT/Ia MIMEET MECTO CIUICHO- U TemaToOMEeTaus.

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

JIABOPATOPHBIE JJAHHBIE B oOmewm ananuze kpoBu, y 20% O0IbHBIX
BBISIBIIICTCA yYMEPEHHAs TUIO- WJIA HOPMOXPOMHAs aHEMHUS, CBS3aHHAs C
KpOBOTIOTEpEH WM HapyIIeHHEM BcacbiBaHus kene3a. [ OonpImmHCTBA
XapaKTEPEH JICMKOIIMTO3 C YMEPEHHBIM CIBUTOM, OJHAKO, BO3MOXHO M Pa3BUTHE

JICUKOIICHUHU. XapakTepHo pa3BuTHE TPOMOOITUTOTICHHH. bosbiioe
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JquarHoctuyeckoe 3HaueHue umeer COD koTopasi OTpakaeT akTUBHOCTh Mpoliecca,
cocrtaisisi 20-40 mm/gac, mpu oboctpernu 50-70 mm/gac.

YacteiMm u xapaktepHbiM mnpuzHakoM CCJl sBisieTcsl AMCIPOTEUHEMUS,
BbIpaXartomjasicss B rumepnporenHeMun  (oOmmit  O6emox  >85  r/m),
runoansoymuHemuu (MeHee 40%) u runepramMmmariiooyaIuHEMUU.

[Tpu UMMYHO3JIEKTPOPOPETUUECKOM HCCIEOBAaHUN HEPEIKO IMOBBIIIACTCS
ypoBeHb UMMYHOTTIOOYTMHOB 1gG, pexe IgA u IgM.

Y  nonoBuHbl  OOJIBHBIX  ONpEAENAETCS  PEBMATOMAHBIN  (akTop.
AHTHHYKJICapHBIE AHTHUTENA OOHAPYKUBAKOTCS YaCTO, OJTHAKO UX TUTP, rOpas3io
Huxe, yeM npu CKB. B ennHHUYHBIX ciayyasx oOHapyXUBarOTCs eAuHU4YHbIE LE -
KJIETKH. XapakTEpHO IIOBBIIICHUE COJAEPkKaHUSA LUPKYJIMPYIOIIUX HMMYHHBIX
KOMILJIEKCOB U MPAKTUYECKH HOPMAJIbHBIN YPOBEHb KOMILUIEMEHTA.

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

Jns nuarnoctuku CCJL npuMeHsitoTcst Kputepuu paspadotanusie 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

0a3abHBIN MTHEBMOPUOPO3 muMmbageHonaTs
KpYITHOOYAroBbIi KapIHOCKIIEPO3 MTOJIUCEPO3UT

MOpa)KEHUE TUIIEBAPUTENBHOTO TPAKTa  XpOHUYECKas HedpomaTus

OCTpasi CKJiepoiepMHuuecKas HedponaTusi  NOJIUMHEBPUT, mopakeHue [[HC

123



JIABOPATOPHBIE: OBUINE

Crneund.aHTHHYKIJIEApHBIE aHTHUTEIIA. [ToTepst Macchl Tena, IMXOpaaKa.
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, CUHIpOM PeiiHO M mNopakeHHe BHYTPEHHHX
OpPraHOB OTCYTCTBYET. XOTSI CHCTEMHOCTh MpHU 3TOU (opMe OTCYTCTBYET, B o4arax
MOPAKEHUS KOKH BO3MOXXKHO 00pa30BaHUE KOHTPAKTYp, CYCTaBHON U MBIIICUHOMN
natosiorn. JlabopaTopHble CIBUTHM YacTO OTCYTCTBYIOT, HO Y HEKOTOPBIX
OOJIbHBIX BBISBIISIFOTCSL aHTUHYKJICAPHBIE aHTUTENA, TUIlepraMMarioOyIuHeMus,
MOBBIIIEHUE COAEPKaHUS HMMMYHHBIX KOMIUJIEKCOB, YTO CBHUJETEIBCTBYET 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 manHOTO 3a00J€BaHUS XapaKTEpPHA TUIEPIOZUHOPWIMS M MATOJOTUYECKUE
u3MeHeHUusl B dacuusix, onpenensemMbie Tpu MOPGOIOTHYECKUX HUCCISIOBAHUSX.
Otmnuust ot CCJ] 3akiiro4aroTcsl Tak e B OTCYTCTBUM CUHApoMa PeitHo u kpaline
PEIKUM pa3BUTHEM BHCLEpabHON Tatojgoruu. JID® BO3HMKAET Kak IPaBUIIO

MOCJI€ YpE3MEPHOU UM HE OOBIYHOM HArpy3KH U MPEUMYIIECTBEHHO Y MYKUHMH.
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e Cxneponema bymike - OTHOCHTENBbHO T0OpOKAaYeCTBEHHOE 3a00JeBaHUE,
XapakTepusyromieecs OBICTPHIM Pa3BUTHEM OTEYHO-MHAYPATUBHHBIX W3MEHEHMI
KOXHU M TOJJIeKAIIUX TKaHEW MPEUMYIIECTBEHHO B 00JIacTU IIeW M JIMIA.
3aboeBaHMe YaCTO HAUMHAETCA C KaTapalibHbIX siBieHUWM, B oTianuue oT CCJ]
OBICTPO pa3BHBaeTCid YIUIOTHEHHA B o00JacTH IIeM U JIMIA, KOTOphIE
pacmpoCTpaHsIOTCSl Ha IUIEUYEBOM TMOSIC, BEPXHHE OTHAENbl TYJIOBHUINA, HWHOINA
3aXBaThIBasl KUBOT, MIPH STOM JUCTAJbHBIE OTEIbl KOHEUHOCTEH HE M3MECHEHBI.
BTOpbIM CyIIECTBEHHBIM OTIMYUEM SIBISIETCS JIOKAIM3AlMs MpoLecca B TITyOOKHX
CJIOSIX JIEPMBI, B CBSI3M C Y€M, KOXKAa COXpaHSET OOBIYHYIO OKPACKY, OTCYTCTBYET
aTpo(usi, HAMPOTHUB TUIOTHOCTh TKaHel Oosiee BeipaxkeHa, yeM npu CCJl. Cunnpom
Peiino orcyTcTBYeT, BUCHEpUTOB HET. JlabopaTopHble NMPU3HAKU aKTUBHOCTU Kak
MPaBUJIO OTCYTCTBYIOT, MHOTAA yBennunBaercss COD

e Cpenu TICEBAOCKIEPOJCPMUUYECKUX COCTOSIHUH 0c000€ MECTO 3aHHUMaeT
NapaHeoIUIaCTUYeCKUil  cuHApoM. Jlis  KOTOpPOro  XapakTEpHbl  pa3BUTHE
KOHTPAKTyp, (QUOpPO3UTOB, apTpairuil, MHAYpPaTHUBHBIX H3MEHEHUH B 00JacTu
npeamieynii u rouenei, 6e3 cunapoma Peiino u cepo3utoB. Hapsany ¢ arunuzmom
CKJIEpOJAEPMUUECKIX MPU3HAKOB OOBIYHO MPOSBISIOTCS M HAPacTalOT CUMIITOMBI
OITYXOJIH.

JIEUEHHME. Cnoxubiii maroreHe3 3a00J€BaHHUS JTUKTYET HEOOXOIUMOCTH

Ha3HAYeHMs] KOMITJIEKCHOM Tepanuu.

OcHOBO¥ JIeueHHS SBISIETCS COUYETaHUE TPENapaToB CICTYIOMINX TPYIIIL:

1. Tlpenapartbl obGnanatomue aHTHGUOpPO3HbIM neicTBueM (D -nenunmimamus,
TUyIU(OH, KOJXUIIMH, TUIa3a).

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

3. IIpoTuBOBOCTIANTUTENbHBIC U UMMYHOCYTIPECCUBHBIE CpelcTBa
(KOPTUKOCTEPOUIbI, IUTOCTATUKHN ), 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 JiedeHnn CCJl 3anumaer D-neHunuiamuH,
OKa3bIBAIOIIMIA BJIMSHUE Ha H30BITOUHOE KoJutareHooOpa3zoBanue. IIpenapar
UHTUOMPYET BHYTPHU- U MEXKMOJICKYJSIPHBIE CBS3M KOJUIareHa, HaKaruIuBaeTCs B
KO)XK€ M TOJaBlsAs €ro CHUHTE3 W  CO3pPEBaHHE -  MPEIOTBpaIlacT
bubdpo3000pazoBaHue.

D-neHunuiaMuH  yMEHBIIAET CruOaTeNbHble KOHTPAKTYPbI, IIOTHOCTH
KOXHU, IPOsIBICHUs cuHapoma PeitHo, ynyumaer TpoduKy, HECKOJIbKO YMEHbBIIIAET
WHTEHCHUBHOCTD BHCIIepalibHOTO (prbposa. Haznauaercs B no3ax ot 150 mo 300 mr
B JEHb B TE€YeHUH 2~ HEIEeNb, 3aTE€M KaXIblC JBE HENEIH PEKOMEHIYETCS
noBeimath A03y Ha 300 mr go MakcumanbHoM (1800 wmr). Taxoit mo3zoit
HOJB3YIOTCS  OKOJO 27 MecsIeB, a 3aTeM MEIJICHHO IMOHMXKAIOT JI0
noaaepxkusaromen 300-600 Mr B CyTKM Ha MPOTSHKEHHH HECKOJIBKHX JIET.
O¢ddexra oT MpoBOAMMOIN Tepanuu CileayeT OKHUIAaTh HE paHee, YeM Yepe3 JBa
Mecsla OT Havasla JIeYEHUs.

[To6ouHbIe nEeHCTBUS: allJIeprudecKas Chillb, MOYEBON CUHAPOM, JTUCIICTICHS
JEHKO- W TPOMOOLUTONEHUS, KPOBOTCUCHUS, MHACTCHUSI, BBINAJEHUE BOJOC.
[IpoTuBOMNOKa3aHus: HapylIeHHe GYHKIIMU NIEYEHH, TTOUCK, JICHKOIICHHUS.

D-neHunuiiiiaMuH UCTIONB3YETCsl B KaUeCTBE OCHOBHOTO CPEJICTBAa OA3UCHOM
Tepalui W TO3BOJSIET OCTAHOBUTH MPOrPECCHPOBAHUE OOJIE3HU U YIYUIIUTH
MPOTHO3.

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

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

BBI3BIBAECT JKETYAOYHO-KUILIEYHbIA PACCTPOUCTB.
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[IpyHIMNIHATBPHO BaXXHO YK€ B Hadale 3a0ojieBaHUSI BO3CHCTBOBATH Ha
CUCTEMY MUKPOLMPKYJSALUMK M cuHApoM PeitHo. IIpemapaTtom BbIOOpa sIBiI€TCS
Hudeaunun (kopundap) KOTOPHIA OKa3bIBaeT MOPa3UTEIbHBIA A3(DPEKT HE TOITBKO
npu cuHapome PeitHo, HO Aa)ke MpU Cepbe3HBIX TPOPHUUECKUX H3MEHEHHUSIX U B
CIy4yasx HayajabHOM 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 arperalioHHON aKTUBHOCTU
TPOMOOLIMTOB U Pa3BUTUU CHAK-CUHIPOMA.

- AHTUKOAaryjgsHThl (re€mapyuH M Jp.) Ha3HA4yaloT IpPU CKIOHHOCTH K
runepkoarysiiuu u pazsutuu JIBC-cunapoma.

- T'unorensuBHble mnpenaparbl (MHrUOUTOpHl AIID) mpumeHstoTcs mpu
IIOJIO3PEHNHN Ha PA3BUTHE 3JI0KAYECTBEHHOI'O TMIIEPTEH3NOHHOIO KPHU3a.

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

[IpoTuBOBOCHIANIUTENIbHAS TEpanusl IMOKa3aHa B CBSI3M C Pa3BUTHUEM Ha
pannux cragusix CCJ] -Hecmenmduyeckoro  BOCHAJICHUs, I1€I€CO00Pa3HOCTh
NPUMEHEHUSI KOPTUKOCTEPOUIOB 10 CUX MOP OCTAaeTCs AUCKyTadenbHOU. [[aHHbIe
npenapaTbl MOKa3aHbl MPU BBHICOKOW W YMEPEHHOM AaKTUBHOCTU IIpoIecca B
CycTaBaX, MpPOSIBJISIONIEIOCS CKOBAaHHOCTbIO W CHHOBHUUTOM, YMEPEHHOM
JIMXOPAJIKOM, VMHTEPCTULHAIBHON ITHEBMOHUEN, TJIOMEPYIOHEPPUTOM,
yckopennorr COD, a Ttak xe coueranue CCJl ¢ apyrumm 3a00J1eBaHUSAMU
COCIMHUTEIBLHON TKaHU (MEpEeKpPeCTHhIN cUHIpoM). HazHavaroTcst OObIYHBIE 103
npenan3osiona - 20-30 Mr/cyt. 10 AOCTHMIKEHUS TepameBTHYECKOTo 3(ddekTa, a
3aTeéM MEIJICHHO CHWIKAIOT JI03y 10 MojaepkuBatoniein - 5-10 mr/cyr. Ilpu
Pa3BUTHU MPOSBICHUN MOJIMMUO3UTA HauadbHas 1032 KOPTUKOCTEPOUIOB JTOKHA
ObITh OKOJIO 40-60Mr. Xoporeil cuuTaeTcss KOMOWHANUA TpeaHu30J0Ha U D-

INICHUIWIIJTaMHHA.
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HecrepouHble  MPOTHBOBOCHAIMTENBHBIE  MPENApaThl  MPHUMEHSIOTCA
INPAKTUUECKH BCET/a, OCOOCHHO MPU HATUYMU OOJEBOTO CHUHApPOMA Pa3TUUYHOMN
JOKaNU3allid M TPU HEMEPEeHOCUMOCTH TOPMOHAIBHBIX MpemnapaToB. OgHAKO
ClIelyeT MIOMHUTH 0 9acTo BeTpedaromeMcs y 6onbHbix CCJl pedrokc-330¢arure
U TOPAXKEHUSIX KEITYJOUHO-KUIIEYHOTO TPaKTa, YTO HECKOJIbKO OTPaHUYMBAET
MPUMEHEHUE TAHHOU TPYIIIIBI.

NmMmyHOIENpecanThl Ha3HAYAIOTCS MPH MPOTPECCHPOBAHUH 3a00JEBaHUS U
Ipy OTCYTCTBUM 3(PdeKTa WM III0OXOW MEPEHOCHUMOCTH IPOBOJUMOMN Teparuu.
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 wiun mnakBenusa 0,2-0,4 r
/cyT), HA3HAYAIOTCS TUTENIBHO - TOAaMH.

KomniekcHoe fiedeHue 1enecoo0pa3Ho JOMOJHATh MECTHOM Tepamnuei, B
YaCTHOCTH JIMMEKCHJ] OKa3bIBAET AaHAJIBIE€TUYECKOE, IPOTUBOBOCHAIUTEIBHOE
NefiCTBUE, OH MPOHUKAET Yepe3 OMoIornueckrue MeMOpaHbl, B TOM YUCJE 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 MPENapaToB, KakK HUKOTMHOBAs KHUCJIOTA, MPOJEKTHH,
KypaHTHIL.

TpaaumoHHBIM HaIpaBJIECHUEM JICYECHUS CCU, ABJIACTCSA
bepmenToTepanusa. Yaie Bcero NpUMEHSIOT JIMAA3y M THalypoOHUAA3y C LEJbIO
YMEHBUIEHUSI MMPOHUIIAEMOCTH KalWJUIAPOB, TKAHEBOro oreka u T.A. [Ipenapatsl
Ha3HAuYalOTCs B BUJE MOAKOXKHBIX HHbeKUUWA 1o 64-128 IE (ma kypc 12-14
WHBEKIUH, Yepe3 Kaxaple 3-4 Mecsra) uin diekTpodopesa. Beicokas akTHBHOCTD
mpolecca SBISETCS NPOTUBOMOKA3aHUEM [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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OPUHUMATh aHTAlUAbl, BSOKYUIME M OOBOJIAKMBAIOIIME CPEACTBA, a TakK ke
npenapaTbl HOpMaJU3yIOLe MOTOPUKY KHILIEYHUKA (LepyKan).
V. llepeuens KOHMPOILHBIX 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 AUAarHOCTHKC 3a00JICBaHUs.

© ©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 CKIEPOAESPMUN?
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. AMuMHU4YHOE, MackooOpasHoe.
2. JIlynoobpa3Hoe.
3. Crpananpueckoe.
4. bnenHoe ¢ akpolMaHO30M I'y0, KOHYMKA HOCA M pPyMSIHIIEM Ha ITIeKax.
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 6apabaHHBIX MaJOYEK.
4. lebopmariuu nanblieB MO TUITY «IIEH JeOes».
5. lepopmarnnu 1o TuIty «0yTaHBEPKU.
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 npusznakoB He BXxoauT 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. 'enepanu3oBanHbIil (UOPO3 BHYTPEHHUX OPTAHOB.
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2. IMMYHOKOMIIJIEKCHOE 3a00JIEBAHME.
3. Hecienmduaeckoe BocmaneHue.
4. JlereHepaTUBHOE NOPAKECHUE.
5. HexpoTtuuecknii XxapakTep NMOpaXxEHHUs.
9.Kakue nopaskeHust MHOKap/ia HaOJIIOAAI0TCS TIPU CKIEPOACPMUM?
1. ITo Tumy kapaAnOCKIEPO3a.
2. Ilo Ty HEKpo3a.
3. Ilo Tuny nuctpoduu Muokapa.
4. Tlo Tury MHUOKapauTa.
5. I1o Tumy MIeMUYECKOTO MOPAKEHU MUOKAP/IA.
10.Kakas ctagust mopaxeHus: KOy He HaOJI01aeTCs MPU CKIEPOJAECPMUU?
1. IInoTHOTO OTEKA.
2. Uanypauuu.
3. Atpodun.
4. Kanmpunno3sa.
11.Kaxkoro renes3a crudareiabHble KOHTPAKTYPBI IIPU CKIEPOJIECPMUH?
1. KoHO-MBIIIIEUHBIE.
2. BeIBUXU CyCTaBOB.
3. JlereHepaTuBHbBIEC MOPAKEHUS XPAILA.
4. Y3ypaiuu CyCTaBHBIX TOBEPXHOCTEM.
5. CycTaBHOW «MBIIIN.
12.YT0 HE XapaKTEepHO MpHU MOPAKEHUU ITOYEK MTPU CKIEPOAECPMUN?
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.bIoKaTOpBI MEJICHHBIX KaJIbIIMEBBIX KAHAJIOB.
3.AHTHArperaHTBhl.
4. AHTHKOATyJISIHTBI.
5.Muarubutopsr AIID.
15.Kakoii u3 nmpenapaTtoB OTHOCUTCA K aHTH(PUOPOZUPYIOLIUM CPEICTBAM?
1. Konxuuus.
2.JTaln3uH.
3.AHTypaH.
4.9tamuy.
5. HoBokanmnammu,.
16.Kakoii mpenapaT He UCTIOIB3YETCS IS JIedeHUs1 peduirokc-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. ITHeBMOHMUT.

5. IlneBpuUT dKCYAATUBHBIN.
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18.Kakue varie Bcero 1036l IPETHU30JI0HA HA3HAYAIOT OOJILHBIM CKJIEPOIepMUEii?
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 migpyunuk /3a pea. B.H. Kosanenmka, H.M. Ilyru/-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. . Maszyposa. — 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 JIUTEPATYpa

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

8. PeBmartnueckune Oo0n€3HH: HOMEHKIATypa, KilacCH(HUKAIUSA, CTaHIAPTHI
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 mnosnHee, korma Walton u  Adams omyGnukoBamu
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
nedyeHusd. [lomuMmuo3uT SBIsIETCS HAUMEHEE YacTo U3 BceX (JOPM U OYEHb PEJIKUM

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

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

ACPMATOMHNO3UTC U ITIOJIMMHUO3UTC.

3Hams.

- ATHOJIOTHIO ¥ TIATOTEHE3 IEPMATOMHO3UTA U MOJTMMHUO3UTA;

- MEXaHW3Mbl BO3HUKHOBEHHUS Pa3HbIX (GopM 3a00JIeBaHUS;

- KJIMHWYECKHUE MPOSBICHUS EPMATOMHO3UTA U MOJTUMHO3UTA;

- COBpPEMEHHYIO KJIaCCU(DHKAIIUIO TePMATOMHO3UTA U TIOJTUMHUO3UTA;

- JUarHOCTUYECKHE  BO3MOXKHOCTHM  OONICKIMHUYHUX,  OMOXUMUYECKHUX,
PEHTICHOJIOTHYECKHUX,  DJICKTPOKapauorpaduuecKnx  dXoKapauorpapuaHux
METOJIOB HCCIICAOBAHNUS;

- MPOTHO3 3a00JIeBaHUS;

- HEMEIWKaMEHTO3HBIC METOJBI JICUCHUS M NPO(HUIAKTHKU JePMATOMHO3HUTA U
MOJIUMHUO3HUTA (¢usnoTepaneBTUUECKHE, dbuTOTEpaNIeBTHUECKHE,
uriopedeKcoTepanus, MCUXoTepanus 1 ap.);

- 0COOEHHOCTH JIeueOHOr0 MUTAHUS PU JIEPMATOMHO3UTE U MOJTUMHUO3UTE;
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KIIMHUYCCKYTO (I)apMaKonormo CCAAaTUBHBLIX IIPCIIaparoB, CIIa3MOJIMTHKOB,
CCPACYHBIX U APYTIUX I'PYHII MIPCIIApaTOB, KOTOPLIC IPUMCHAKOTCS IMPH JICHCHUHA
ACPMATOMHUO3UTA U ITIOJINMMHUO3UTA,

IIOKa3aHusd MW IPOTHUBOIIOKA3dAHHA, a TaKKC TIOPAAOK HAIIPABJICHWA Ha

CaAHATOPHO-KYPOPTHOC JICHCHUC OOIBHBIX ACPMATOMHUO3UTOM U ITOJIMMHUO3HUTOM.

Ymemns:
coOpath kaio0bl 00IHLHOTO, aHAMHE3 3a00JICBaHUS;
ONPEIeIUTh KJIMHUYECKUI BapyuaHT X0Ja IepMaTOMUO3UTA U MOJTUMUO3UTA;
COCTaBUTh cxemy auddepeHaipHoro JauUarHo3a ¢ 3a00JieBaHUSIMU
PEBMATUYECKOTO Kpyra; HEBPOJOTMYECKOW MATOJIOTUEN, COMPOBOKIAOIICHCS
MHUOINATUYECKUMH CUHApOMamMu (MuacteHusi, cusjapom JIambepra—ToHa,
MblieyHass auctpodus iomenna, bekkepa); SHAOKpUHHOW MaTOJOTHUEH
(TunepTUpeo3, TUMOMapaTUPE03, TUIEPATbIOCTEPOHU3M); HH(GEKIIMOHHBIM
MUO3UTOM (BUPYCHBIM, OaKTepUAIbHBIM, Mapa3UTAPHBIM); JIEKAPCTBEHHBIMU
MUOTIATUSMU (MOTYT OBITh OOYCIIOBJICHBI TPUMEHEHUEM TUTIOJIUITHIEMUYECKUX
cpeacTs, konxuiuua, ['K, sTaHona, aenarumna, 3u10BYJIMHA); SJIEKTPOIUTHBIMU
napymenmsivmu (Mg”*, Ca®*, K*).
000CHOBaTh U CHOPMYITUPOBATH KIMHUYECKHUI IUAarHO3 COTIIACHO COBPEMEHHOM
KJ1IaccuuKaluu;
HA3HAUYUTh TUPPEepeHIIPOBAHHOE JICUCHUE IEPMATOMUO3UTA U MTOJMMHUO3UTA B
3aBUCUMOCTH OT BapHMaHTOB XOJla 3a00J€BaHUSI U HAJIWYUS COMYTCTBYIOIIUX
3a00J1eBaHUH, BBIMKCATH PELETITHI;
OTPEJIENUTh TAKTUKY YYaCTKOBOTO Bpayda MOJUKIMHUKH HA Pa3HBIX JTamax
HaOJII0/IeHNS 32 OOJIBHBIMU AEPMATOMUO3ZUTOM U MOJTUMUO3UTOM;
ONPENIECNIUTh TAKTUKY PELICHHS] BOIMPOCOB MEIAUKO-COLMUAIBHOU 3KCIEPTU3BI,
TPYJIOYCTPOMCTBA, MPODUITAKTUKHY.
OCMOTp 0O0JILHOTO;
UCCIIEIOBAaHNE MYJIbCA;

najbIalus NepuKapIuaibHON 001acTH
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- HA3MEPEHHE apTEPUATBHOIO JIaBJICHNUS;
- MEpPKYCHs U ayCKyJIbTALMs CepaLa;

- COCTaBJIEHUE TUIaHa 00cieI0BaHus OOJIbHBIX;

- HAHTEpHpETaLMs JAHHBIX JTONOJHUTEIbHBIX METOA0B HCCIIEOBAHUS;

- (opmynupoBka 060CHOBAHHOTO KIIMHUYECKOTO JIMAarHO3a;

- Ha3HA4YeHHE  WHJMBHUAYaJIbHOTO  KOMIUIEKCHOTO  JIeYeHUs  OOJIbHOMY

JI€PMATOMUO3UTOM U TOJIUMHUO3UTOM.
II1. I]enu pazeumus auunocmu (6ocnumamenvHovle yeiu):

JIeOHTOJIOTUYECKUE  acleKThl Npu  pabore Bpaya ¢ OOJBHBIM
JIEPMAaTOMHO3UTOM W MOJUMUO3UTOM. [lcuxomormdeckue mpobieMbl y OOJBHBIX
JEpPMAaTOMHO3UTOM M  MOJIMMHO3UTOM, a Takxke pojidb Bpaya B HX
NICUXOTEPANeBTUYECKOM  Koppeknuu. [IpaBoBble  acmekTsl W BOMPOCHI
po(heCcCHOHATBHOM OTBETCTBEHHOCTH Bpaua B ONPEJCICHUN TAaKTUKU JICUCHHUS, a

TaK)kK€ BPEMEHHOW U CTOMKOM yTpaThl TPYJAOCTIOCOOHOCTH TAlUEHTA.

IV. Conep:xkanue TeMbl:

ONPEAEJIEHUE U SJIIUJIEMHUOJIOI USL.

HNepmatomuo3ut (AM) - nuddy3Hoe mnporpeccupyromiee BOCIaIUTENIbHOE
3a00JIeBaHUE COEIMHUTENBHON TKAaHW C TMPEUMYLIECTBEHHBIM IMOPaKEHUEM
MONEPEYHO-TIONOCATON M TJIAJKOM MYCKYJaTypbl C HApyLIEHUEM JBHUTaTEIIbHOU
(GYHKIUM, KOXKH B BHUJIE SPUTEMbl U OTEKA, C YACThIM MOPAKEHUEM BHYTPEHHHUX
opraHoB. 3a0o0JieBaHME  pAcOpOCTPAaHEHO BO  BCEX  KIMMATUYECKUX U
reorpapu4ecKkux 30HaX 3€MHOI0 Iapa M 3aHUMAET IO YacTOTE€ TPEThE MECTO
cpenu auddy3HBIX 3a00JICBaHUNA COCAMHUTEILHON TKaHM IIOCIE CHCTEMHOMN
KPacCHOM BOJIYaHKU U CUCTEMHOM CKJIEPOJICPMUMU.

Y 30% OonbHBIX TMOpa)XX€HHUE KOXU OTCYTCTBYET, B OSTOM Cllyyae
3a0osieBaHue Ha3bIBaeTcs mosmmuo3uTom (IIM).

Tak xak oatmomorus JM wm IIM HeuwsBecTHa, o0a 3TH 3a0o0jeBaHUS

00BbEIMHEHBI B TPYIIY MAMONATHUYECKUX BOCHANUTEIbHBIX Muonatuil. Kpome [IM
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u [IM, B 53Ty rpynmy BKIIOYEHBl TakXke M JApyrue Muonatuu. Hapsany c
UMONATUYECKUMU BOCHAIUTENIBHBIMU MHUONATUSMHU CYIIECTBYIOT U BTOPHUYHBIC
MUOTIATUH, BBI3BAHHBIE ONPECICHHBIMU (M3BECTHBIMU) TPUUUHAMH.

3a0oaeBaemocth — 0,2-0,8 ma 100 000 nHacenenus. YacTtoTta MHO3HTA C
«BKJIIOUCHUSMHM» B TOMYJISAIUM OOJBHBIX Kojebnercs ot 15% 1o 28%.
3aboneBanue pa3BUBaeTCad y OOJBHBIX MOXKWIOIO Bo3pacTa (cpennHuid Bo3pact 61
roja), 4amie y MY>X4MH, 4yeM Yy »keHIuH (cootHomieHue 2:1). JIM (pexe [IM),
aCCOLMUPYIOLIMECS C OMYXOJISIMH, COCTaBISAIOT nmpumepHo 20% OT Bcex ciaydyaeB
BOCMAJIUTENIbHBIX MuoONatuii. ONyXoau MOTYT pa3BUBATHCS JO TMOSBICHUS
MPU3HAKOB MUO3UTa, OJJHOBPEMEHHO ¢ HUMHU WIM TOCJe UX nospieHus. Yacrora
3JI0KaYeCTBEHHBIX HOBOooOpaszoBanuii npu JM/IIM B 12 pa3 Belime, 4em B
nonynsiuud. Ha ¢oHe 3510kauecTBEHHBIX HOBOOOPA30BaHUM 4Yalle pa3BHUBACTCS
JAM, uem [IM. JIM noseimaet BEpOSTHOCTh HAJIWYHUS 3JIOKAYECTBEHHOU OITYXOJIU B
6 pa3, [IM - B 2 pa3a (MOBBINICHHBIM PUCK paKa SUYHUKA, MOJOYHBIX KeEJe3,
JIETKUX, KEJTYyJIKa, KUIICYHUKA, MOJOCTH HOCA U Topiia, MOIKEITYJOYHOU JKeJe3bl,
MOYEBOTO IY3bIPS M HEXO/DKKMHCKUX JuM(poM). COOTHOIICHHUE MYXYUH U
xeHuH 1:1. Tlpeobnaaaromuii BO3pacT pa3BUTHS 3a00JIC€BaHUs: ONPEACIISIIOT ABa
nrka 3abosiaeBaeMocT — B Bo3pacte 5—15 u 40—60 ner.

ITUOJIOTUA U ITATOT'EHE3

Otuosorus unuonaruueckoro JIM/IIM neussectHa. IIpenmnonaraercs poib
BUpPYCHOW WH(pEeKmu u TreHernueckux ¢aktopoB. Haubonbiiee BHUMaHUE
yaensieTcs  nukapHoBupycaMm, Kokcaku-upycam. XpoHHYECKas BHUpYyCHas
MH(EKIMSA TEPCUCTUPYET B MBIIIIAX U BbI3BIBAET BTOPUYHBIH UMMYHHBIA OTBET C
pazsutriem [IM. Vwmeer 3HaueHue Tak)Kke aHTUTEHHAs MUMHKpPHS (CXOACTBO
AHTUTEHHOM CTPYKTYpbl BHUPYCOB M MBIIIL), OOYCIOBIMBAIOIIAsl TOSIBICHUE
MEPEKPECTHBIX  aHTUTENA (AyTOAHTUTENA) K MBIIIAM C  [OCIEAYIOUUM
o0pa30BaHUEM UMMYHHBIX KOMILIEKCOB.

l'enemuueckue ¢haxmopwvl Takke WrparoT OOJIBIIYI0 POJIb B Pa3BUTUU
3aboneBanus.  MmmyHorenermueckum — Mmapkepom  JIM/IIM  saBnsroTcs

onpenenenusle HLA anturensl. IIpu JIM y nereid u B3pocibiX HamboJiee 4acTo
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BcTpeuaercst couetanue HLA Bg u DR, a mpu IIM, accouuupoBaHHOM C
mudPy3HBIME OOJIE3HSIMU COCMMHUTENHHON TKaHu, codetanue HLA By, u By
HocurensctBo onpeaenenHpix HLA-aHTUreHOB coueraercss € NpOAYKIUEH
OTIPEICTICHHBIX MUO3UT-CIEIU(UIECKIX aHTUTEN.

['enetnueckue (axTopbl, HECOMHEHHO, WIPAIOT pPOJb B pasButun [IM,
M01I00HO MX YYAaCTHIO B '€HEe3€ APYIHX CUCTEMHBIX 3a00JIEBaHUI COCIMHUTENBHOM
TKaHH, T. €. B paMKax MyJIbTH(GAKTOPUATIBHOW TEOpUU HacienoBaHus. [Ipu sTom
peaycMaTpuBaeTCad HalM4yue MNPepacroiioKEeHHOCTH K 3a00JIEBaHMIO, KOTOpas
peanu3yeTcs JUIIh B KOMIUIEKCE C Pa3IMYHBIMU 3K30 M YHJAOTCHHBIMH (haKTOpaMu
(cpenoBbIMH, WH(PEKIIMOHHBIMH, UMMYHHBIMH, SHAOKPUHHBIMU U ap.). Jua M
TaKUMH WHUIUUPYIOIMIMMHU OOJIe3Hb (paKTOpaMu MOTYT OKa3aThCs, HaIpUMep,
Kokcaku 2 u pyrue rpyInbl BUPYCOB BO B3aUMOJICUCTBUU C BBI3BAaHHBIMU MU
WM MPECYIIECTBYIOMUMHA UMMYHHBIMU (@Y TOUMMYHHBIMH) CJIBUTAMHU.

XOoTs MOJIeKyJIsipHasi OCHOBa MPEIETEPMUHUPOBAHHOCTH K OOJIE3HU HE
YCTAHOBJICHA, HUMEETCS PAJl KOCBEHHBIX JOKAa3aTeJIbCTB B TOJIb3Y YYacTHUS
reHeTHYeCKUX (PaKTOpPOB B pa3BUTUU €€. DTO - HAJIUYUE, XOTS U HEYacToe,
CEMEUMHBIX CIy4YaeB JEPMATOMHUO3UTA, B TOM UHUCIIEC Yy OJIM3HELOB, OOHAPYKEHUE
JIPYTUX  pPEBMAaTUYECKUX  3a00JIECBaHMM y  POJICTBEHHHUKOB  OOJBHBIX
JEPMATOMHO3UTOM (B KaXIIOH CEAbMOM CEMbE, PA3IMYHBIX AUIEPTHUYECKUX U
ayTOUMMYHHBIX CHUHJIPOMOB, JIa0OpPAaTOPHBIX CABUIOB - TMIOBBIIIEHUE YPOBHS
UMMYHOTJIOOYJIMHOB, aHTUHYKJICApHBIX aHTUTEN, PD B cembsix 60nbHbIX J[M.

CnenuanbHbIX ~MUMMYHOT€HETMYECKMX  HUCCIEJOBAaHUM €  H3yYCHHEM
B3aMMOCBSI3M aHTUreHoB ructocoBMectumoctd (HLA) ¢ JIM Ha ceronHsmHui
JIEHb TPOBEICHO HEMHOro. TeM He MeHee CIEQyeT OTMETUTh BBISIBICHHYIO
accormanuio JIM (IIM) ¢ B8-, B14- u DR3-anturenamu B eBpoIeicKon
nonyisuuu U accoumauuto ¢ B7 u DRW-6 y HerpoB. Heckonbko mosxe F. C.
Arnett 1 cOaBT. OTMETHIM accoLMaIio Mexay aHtu Jo-1 (xapakrepueie aist JIM
antuten) u HLA-DR3. Bee antu Jo-1-nonoxutenasupie 6oabHBIE JIM OBLIN Takke
DR3- wmn DRW-6 nonoxutenbapl. OTMEUEHA OTpHUIIATENIbHAS CBSI3b C AaHTUTCHOM

HLA-DRW-4, xortopblii CBOHCTBEH O00JIbHBIM cepono3uTuBHBIM PA. CBsi3b ¢
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aHTUreHoM B8 Xxopomio u3BecTHa sl pa3IMYHbIX UMMYHHBIX (AQyTOMMMYHHBIX)

COCTOSIHMM M TMOJATBEP)KIaeT ydacTue MMMYHHBIX (pakTopoB B paszsutuu JIM.

B0o3MOXXHO, HMMEHHO HajgM4uWe  ONPEACIIEHHBIX TalVIOTUIIOB  OOBACHSET

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

COEIMHUTENBHON TKaHU (HanmpuMep, 00JIee 4acToro co CKIEPOAEPMUEN U PEIKOTO

c PA), BBIpaXX€HHOCTh UMMYHHOTO KOMITOHEHTa U T. 1. Acconpanus ¢ HLA-B8 u

DR3 Hanbosiee BoIpakeHa NpH FOBEHUIbHOM JIM U paccMaTpuBaeTcs B HACTOSILEE

BpEMsI KaK FeHETUYECKUN MapKep 3a00JIeBaHUM.

IIpedpacnonazarowumuy unu mpueeepubiMu  (nyckogvimu) — (pakTopamu
pa3BUTHs OOJIE3HU SIBISIOTCS: 00OCTpEHHE 04aroBol MH(pEKIMH, (PU3NYECKUE U
IICUXUYECKUE TPaBMbl, NEPEOXJIAKIECHUSA, NEPErpeBaHus, THIIEPUHCOJISILMS,
BaKIMHALMs, JIEKAPCTBEHHAS aJUIEPTHsl.

OcHoOBHBIM  namocenemuueckum  paxkropom  JM/IIM  saBnsgercs
ayTOMMMYHHBI MEXAaHW3M, IIOSBJICHUE AayTOAHTHUTEJ, HAIPABICHHBIX IPOTUB
LUTOIIa3MAaTUYECKUX OEIKOB M PUOOHYKIEMHOBBIX KHCIIOT, BXOJAIIUX B COCTaB
MBIIIEYHON TKaHU. Pa3BUTHIO ayTOMMMYHHBIX MEXaHM3MOB CIOCOOCTBYIOT
nucbananc B cooTHoumieHnn T- u B-numdountoB u cHmwxenue T-cympeccopHoit
byHKINU.

Cnemududaeckue TUIst UJIOMATHYECKOTO JAM/TIM aHTUTENA
MOAPA3AEIAIOTCS HA 4 TPYyIIIBL:

ol rpymma - antutena k amuHoamwicunrerazam TPHK, B T.4. antmn-Jo-1
(AMMHOALIMJICUHTETA3bl  KaTAJIU3UPYIOT  CBS3BIBAHUE  OTIEJBHBIX
aMUHOKHUCTIOT ¢ cooTBeTcTBYIOMIEeH TPHK);

o II rpynna - auTHTeNa, pearnpyroime ¢ 4aCTULAMU CUTHAJIBHOTO PaCIlO3HAaBaHUS
(3TM 4YacTULBl O0ECHEYMBAIOT MEPEHOC CHUHTE3UPOBAHHBIX OEIKOBBIX
MOJIEKYJT K 3HJOIIa3MaTUYECKOM CETH);

o IIl rpynma - antutena kK Mi-2 (OeNIKOBO-SIIEPHBIN KOMIUIEKC C HEM3BECTHOMN

byHKUHEH);
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o IV rpynna - antutena, cBs3bIBatonriecs ¢ GaxkTopoM i-a (o0ecrieuynBaeT nepeHoc
amuHoanmiI-TPHK x pubocomam u nuToriazmMaTH4ecKuM CyOCTaHLIUSAM C

HEU3BECTHOU (PYHKIIHEH).

HasBannbie muo3ut-cnenuduueckue antutena Bcerpeuatorcs y 40-50%
oonpHbIX Tpu JIM/TIM. Antu-Mi-2 Gonee XapaktepHsl it JM, antu-Jo-l - mus
I[IM. JlocraToyHO dYacTo Mpu 3TUX 3a00JIEBaHUAX OOHAPYKUBAIOTCS U
Hecrnenupuuecknue aHTuTena (K MUO3UHY, THUPEOINIOOYIHHY, SHI0TEIUATbHBIM
kietkam, PO u np.).

Muosut-crienupudeckue aHTUTENa, HUPKYIUPYIOUUE U (PUKCUPOBAHHBIC
UMMYHHBIE KOMILIEKCHI BBI3BIBAIOT MMMYHOBOCTIAJTUTENBHBIN MPOIIECC B MBIIIIAX
(monepeyHo-TMosiocaThiX U Tiaakux). Kpome Toro, 6oiplioe NaTOreHETHUYECKOE
3HaUYE€HUE UMeeT LUTOTOKcHYeckuil 3¢pdext T-muMdounToB NPOTUB KIETOK
MBIILIEYHON TKaHHU.

IHATOJOI'MYECKASA AHATOMUSA

M3MeHeHns cO CTOPOHBI CKEJIETHBIX MBI XapaKTePU3yIOTCS COYETAaHHEM
CIIEAYIOIUX  TUCTOJOTMYECKMX MPU3HAKOB: CETMEHTApHBIE  HEKPO3bl U
JIeTeHepaTUBHBIC U3MEHEHUS (MCUE3HOBEHUE MOMEPEYHON HMCUEPUYECHHOCTH, OTEK,
BaKyOJIM3allMsl) MBIILICYHBIX BOJIOKOH; SIBJIEHUS] per€Hepalliy MbIIIECYHBIX BOJIOKOH;
MHO’KECTBEHHBIE OUYaroBbI€ 30HBI MOHOHYKJIEAPHOM KJIETOUHOW HH(UIbTpaLUY;
IpU3HAKU ¢arormmuTo3a HEKPOTHU3UPOBAHHBIX MBIIIIEYHBIX BOJIOKOH,;
MHTEPCTULMANIBHBIN (prOpO3; runepiasus dHA0TENNS MEIKUX COCYOB, BEIyIas
K mnepudacuukyiIspHo  atpoduu. [ MCTONOTMYECKHE U3MEHEHHUS  KOXKHU
HecneuM(PUUHbl M  XapaKTepU3YIOTCs YMEpPEHHOM aTrpodueil snuuepmuca,
TUJIPONINYECKON TUCTpOodUel KIETOK U OTEKOM, OTIOXKEHUEM MYLIMHA, SBICHUSIMU

BAaCKYyJIMUTaA.

KIIACCU®UKAIIUU IM/TIM.

Knunuueckan knaccugpuxayun IM/IIM:

IIpoucxoscoenue:

1. Nnuonatuueckuii (mepBUYHBIN).
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2. Ilapaneoractuyeckuil (BTOPUYHBIN).

Teuenue:
1. Octpoe.
2. Tlogoctpoe.

3. XpoHHUECKOE.

Ilepuoowr:
1. ITpoapoMalibHBII: OT HECKOJIBKUX JHEH J0 Mecsla.
2. MaHugecTHbIN C KOKHBIM, MBIILIEYHBIM, OOIIIUM CUHAPOMaMH.

3. Huctpodudaeckuii, mim KaXeKTHIECCKUH, TEPMUHAILHBIHN, IIEPHUOJT OCIOKHEHHUH.

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

I .AxtuBHas da3a:

e [II crennens - MakcUMalbHas;

* ]I creneHs - ymMepeHHas;

* | creneHp - MUHUMAJIbHASL.

II. HeaktuBHas da3za (pemuccusi).

OcHogHble KTuHUYecKue NPUsHaKu (CUHOpOMbl).
Knaccuguxayun eocnanumenvhvix muonamuit (Woltman, 1994):

Houonamuueckue gocnanumenvhvie MUonamuu
o IlepBuunsiii M
o IlepBuunsiii [IM
o HOBenunpHsbIl M
o Mmuo3uT, accounupoBaHHbIN ¢ TUPPY3HBIMU O0NE3HAMHU COCAUHUTEN. TKAHU
o Muo3ut, CBA3aHHBIN C ONYXOJISIMU
o MuO3UT C «BKIIOYEHUSMU
o Mmuo3uT, aCCONUUPOBAHHBIN C Y03UHODUTUEH
o Occudummpyronuit MUO3UT
o Jlokann30BaHHBIN (04AaroBbIi) MUOZUT

o ['MraHTOKJIETOUYHBIN MUO3UT
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Muo3zum ungexyuonHol npupoosl
o BupycHbiii Muo3ut
o MuUO3HUT NPHU TOKCOIMIIA3MO3€
o Muo3ut npu TpuXUHEIIE3E

e  MmuO3UT NpHU HUCTHUIIEPKO3E
Muonamuu, évi3vieaemvie 1eKAPCMBEHHLIMU CPEOCMBAMU U MOKCUHAMU
Knaccugpuxauua A. Bohan Y. Peter (1975).

I'pynna I.  IlepBuunsiii uaunonatndyeckuii [1IM.

I'pynna II.  IlepBuunbiit uanonatuyeckuii JIM.

I'pynna 1. JM(unu [IM) B coueTannu ¢ HOBOOOpPa30BaHUEM.
I'pymna IV. [erckuii IM (vu [IM) B coueTanuu ¢ BaCKyJIUTOM.

I'pymma V. [IM (unu M) B couetanuu ¢ 00JIE3HIMU COETMHUTENbHON TKaHU.

Knaccugpurkayusa krunuueckux ghopm xponuyeckozo nonumuozumaJl.B/lozens (1973):

« (opma Baruep-Yudpeppuxra;
¢ IICEBIOMHUONATHYECKAS;

¢ TICEBJOMHACTEHUYECKAS;

e MHOCKJIEPOTHYECKAS;

¢ IICEBIOAMUOTpPOUUECKas;

e MUaITHUECKas Gpopma;

o (opma c curapomom Mak-Apais.

Knaccugpurxayua nonumuozuma 6 3asucumocmu om evtagiernvrx anmumen EJI. Haconoea

e AHTHUCUHTETA3HBIH CHHJIPOM;

o aHTu-SRP-cuHIpOoM;

« auTtu-Mi-2-cungpom;

o OIYXOJICBBIA JEPMAaTOMHO3HT;

o JIM c BKIIIOYCHUSMU;
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e «ICPCKPCCTHBLIC» CUHIPOMEIL.

Kpome knaccuueckux BapuantoB M u [IM, MOXHO BBIIEINUTh HECKOJIBKO
KIIMHUKO-UMMYHOJIOTUYECKUX TOATHUIIOB, PAa3BUTHE KOTOPBIX ACCOLUUPYETCA C
CUHTE30M PA3JUYHBbIX TUIOB AHTUTEN. DTH MOATHUIIBI PA3TUYAOTCA HE TOJIBKO IO
CIEKTPY KJIMHUYECKUX MNPOSABICHUN, HO U MO UMMYHOT€HETUYECKUM MapKepawm,
MPOTHO3Y, OTBETY HA MPUMEHEHUE TIIOKOKOPTUKOCTEPOUIOB.

1-# BapuaHT ¢ aHTUTelaMH K cuHTeTazaM. CHMHTE3 aHTUTENl K aMUHOAIUJI-
TPHK-cuHTeTa3amM  accoummpyercss ¢ pa3BUTHEM  TaK  Ha3bIBAEMOTIO
AHTUCUHTETA3HOTO CHHJIpOMA, JJIi KOTOPOTO XapaKTepbl CIEAYIOIIME OCHOBHBIE
MPU3HAKH: OCTPOE HA4yajlo0 MHO3UTA, WHTEPCTULHAIBHOE TMOPAXKECHUE JIETKUX,
CUMMETPUYHBIA TMOJUAPTPUT U PYKH «MACTEPOBOTO», BO3MOXKHBI JIUXOpaJKa M
¢enomen Peiino. /leOroT 3a00ieBaHUs — MPEUMYIECTBEHHO B BECEHHEE BpEMSI.
XapakTepHbIM  MPOSIBIICHMEM  AHTHUCHUHTETAa3HOTO  CHUHIpOMA  SBISETCA
MHTEPCTUIMAIBHOE TTOPaKEHUE JIETKUX, KOoTopoe BhisiBisieTcss y 50-70% O0abHBIX
¢ HanmuuueM antuteln Jo-1 (57-100%), yem npu apyrux popmMax MHO3UTA. APTpPHT,
KaK MpaBUJIO, HEIPO3UBHBIN, XapaKTEepU3yeTcs: Hanboyiee 4acThiM BOBJICUCHUEM B
IPOLIECC MEJIKUX CYCTaBOB KHUCTEH, JIyde3aIsICTHbIX cycTaBoB. DdeHomeH PeiiHo
Ipy aHTHUCHUHTETa3HOM cHuHApoMme Habmomaercs B 60% ciywaeB. Tsokenoe
WHTEPCTULIMATIHLHOE MOPAXKEHUE JIETKMUX MOXET MPUBECTH K CMEPTHU OOIBHOTO.

2-i  BapMaHT ¢ aHTUTeNaMH K Mi-2. DTOT BapHaHT CYMTAIOT
MPOTHOCTUYECKHU OJIArOMPUSATHBIM. Y OOJIbHBIX MIPU JAHHOM BapUaHTE BCTPEUAIOT
CUMIITOMBI: CUMNOTOM ['OTTpoHa - (PHOJIETOBOE OKpalllMBaHUE W MPUIYXJIOCTh
IJIa3HBIX BEK, a TAKXKE CHUMITOM «IIaJM» - 3PUTEMa Ha II€€ W BEPXHEH 4acTu

CIIMHHI.

KIMHUYECKHUE NIPU3HAKU U CUMIITOMbBI 3ABOJIEBAHUSA
Hauano 3aboneBaHusi MoeT OBITH OCTpbIM (JIuxopanka 10 38—39°C,
sputema koxu (Puc. 1) u 6omu B MpIlIax), HO vaiie HabIt01aeTCs TTOCTETIEHHOE,

WHOTI'Ia HE3aMETHOE Havajo OOJIC3HU.
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Puc.1 Dpurema xoxu npu /M.

[Ipu sTOM OTMEYALOT:

1. IopaskeHue MBI — BEIYIINN KIMHUYECKUHN TIPU3HAK 3a00I€BaHU.

HomunupyromuM  npusHakom  [IM (JIM)  ciayXuT  HEYKIOHHO
IPOrpeCCUPYIOLIasl MbIIIEYHAas CJa00CTh, YTO BBIPAXKAETCS B 3HAYUTEIBHOM
OTPaHUYCHUH aKTUBHBIX JBUKEHUN OOJILHBIX, KOTOPHIE HE MOTYT CAMOCTOSATEIHHO
BCTaTbh, CECTh, MOJHATH HOTY Ha CTYNEHbKY (cuMnToM "aBTOoOyca"), yaep:Karb
KaKo-Tn0o npeaMer B pyke, pudecaThesi, 0JIeTbes (CUMNIToM "pyOamku'), 1erko
najaT npu xoasoe. [Ipu mopakeHUM MBI €M U CHUHBI OOJIbHBIE HE MOTYT
IPUNOJIHATH TOJIOBY OT MOAYIIKH WJIM yaepXkaTh 'ee cuas (rosoBa Majgaer Ha
IpyZb), HE MOTYT CaMOCTOSITEJIbHO CECTh M MOJAHATbCA ¢ mocrtenu. IlpakThuecku
3aTPYJHEHBl BCE JBW)KEHUS, CBA3AHHBIE C YYAaCTUEM NPOKCUMAJIBHBIX MBbIIII
KOHEUHOCTEH (TJIEUeBOM M TAa30BBIM MMOSC), B TO BpeMsl KaK B JUCTAJIbHBIX OT/AEJIaxX
KOHEYHOCTEH (B KHCTSIX M CTOMAax) COXPAHSIOTCA YAOBIETBOPUTENbHAS CHIIA U
MOJIHBIN 00BEM JIBHXKCHUH.

[TopaxkeHue MBI [TIOTKW, TOPTAHU U MUILEBOAA; AUC(HOHUS; 3aTPyAHEHHUE
TJIOTAHUS;, TPUCTYTIBI Kanwis. Y 0onpHBIX [IM 3aTpyaHEHO TiIoTaHWE KakK TBEPOH,
TaK W JKUAKOW MHINM, KOTOpas WHOTAA BBUIMBAETCA dYepe3 Hoc. [lopaxarorcs
IPEUMYIIECTBEHHO BEPXHHUE OTIENbl MUIIEBOJA, MBIIIIBI MSATKOTO He0a, SI3bIKa;

pa3BUBaIOIIAsCS MCEBIOOYIBLO0apHAs] CHMIITOMAaTUKA UMUTUPYET HEBPOJIOTHUUYECKOE
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3a0oneBanue. [lpy mopakeHMHM MBI TOPTaHU MOSIBISIOTCS HOCOBOW OTTEHOK
roJioca (muchoHus), OXPUILIOCTh, BILIOTH 10 AQOHHH.

[TopaxeHune AUCTaNBHOM MYCKYJATyphbl (PEIKO) BBIPAKEHO MEHBIIE, YEM
MPOKCUMATbHOU. Y TOJIOBUHBI OOJBHBIX MHAITHH U OOJIE3HEHHOCTh MBIIII] MPU
najabIanuy, a TAKXKe OTEK MBIIIL.

ITopaskenue MexXpeOepHbIX MbIIIL W JuadparmMbl, Beayllee K
OTPaHUYECHHUIO TIOJIBHKHOCTM M CHIDKEHHIO JKM3HEHHOM €MKOCTH JIETKHX,
CHOCOOCTBYET Pa3BUTUIO MHEBMOHUYECKUX OCJIOKHEHUH - OJAHOM W3 OCHOBHBIX
OpUYuH JetaigbHoro ucxona npu [AM. [lopaxkeHue MbII CPUHKTEPOB BEIET K
pacCTpPOUCTBY UX ACATENBHOCTU. TSHKECTh COCTOSIHUS M MHBAIMIU3ALMHA OOJbHBIX
JIM 00ycioBIEHBl TakKe HEPEIKUM IOCIEAYIOUIMM Ppa3BUTHEM CYXOXKUIIBHO-
MBIIIEYHBIX KOHTPAKTYp, aTpoPUEll W KaldbIMHO30M paHEE MOPAKEHHBIX TPyII
MBIIIILI.

Mpliieunble  aTpo@uu  pa3BUBAIOTCS TOJNBKO Y OOJIBHBIX, JJIUTENIBHO

crpanaromux JAM/IIM, ocobeHHO ITpu OTCYTCTBUM aickBaTHOM Tepanuu (Puc 2).

Puc. 2 Mbleunsle aTpodun 1 nopaxkeHue Koxu y 0onbHoro ¢ JJM.

CKOpOCTB Pa3BUTHA CHUMIITOMATHUKN 3aBHUCHUT B OCHOBHOM OT XapaKTcpa
TeyeHus OoJie3nu. B OCTPBIX ClIydasaXxX TsAKCEIasd MbIIICUHAA cJ1a00CTh MOJKET

MOSBUTHCS B TEUEHHE MEPBBIX 2-3 HEH, HEPEIKO COYETAeTCS IMPU ITOM C
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muoriobounypueil. Yame cumntomsl [IM pa3BuBaroTcs MOCTENEHHO - B TeUEHUE 3-
6 Mec (mogoctpoe TeueHue). Mepleunas ciaboCTh MOKET HapacTaTh B TCUCHHE
psana jet, korja peub uaet o xponudeckoM JIM (ITM). Ilpu stom coxpansieTcs
XapakTepHas JIOKaIu3alus Ipouecca - NPOKCUMAIBHBIE OTHAEIbl  MBIIII]
KOHEYHOCTEH.
2. IlopaxeHnue KOXHU

XapakTepHblii mnpuszHak JM: «reanoTpomnHBI» OTEK MapaopOUTaIbLHOU

06J'IaCTI/I, OPUTCMA KOXH JIMId W B 30HC «ICKOJIBTC», JSPUTCMATO3HLIC

HIeJTyIIAIAEeCcs BBICHITAHMS HAJ MEJIKUMH CyCTaBaMHu KUCTeH (cumnmom I'ompona

(Puc.3).

Puc. 3. Cumnirom I'oTpoHa.

Xapakrepubii npuzHak M u [IM: mokpacHeHHWE W MIETYHIEHUE KOXKHU
nanoHe (pyka mexanuxa);
Hpyrue mposiBaeHUs: TUNEPTPOdUs KYTUKYJIbl HOTTS, OKOJIOHOTTEBAS
spUTEMa, TEJICAHTUIKTA3UH, (POTOAEPMATHUT, KOKHBIN 3Y/I.
3. ITopa:xxeHnue cycTaBoB
JIByXCTOpOHHEE CUMMETPHUYHOE MOPAKEHUE Yallle MEJIKUX CyCTaBOB KHUCTEU U
Jy4Ee3aIICTHBIX, PEXKE — JIOKTEBBIX M KOJIEHHBIX: HMHOTA IPEAIIECTBYIOT

Pa3BUTHIO MBIIIIEYHON CIA0OCTH, HAMIOMUHAET MOPAXKEHUE MPU PEBMATOUTHOM
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apTpuTe, OOBIYHO WMEET MPEXOIANIUN XapakTep, OBICTPO KyHUPYETCS TIpH
HAa3HAYCHUU TITIOKOKOPTUKOCTEPOUIOB.
4. KaabuuHo3s

Kanbnudukarsl pacrono)eHbl MOAKOXHO HWIM B COCIUHUTEIHHOW TKaHM,
BOKPYT MBIIIEYHBIX BOJIOKOH, B 30HaX MHUKPOTPaBMAaTU3alMU HAJl JIOKTEBBIMU U
KOJICHHBIMHM CYCTaBaMH, Ha CrHOATENIbHbIX MOBEPXHOCTIX MAJIbLIEB U ATOJMIIAX,
pa3BuBaeTcs Ha mo3aHUX ctanusax [IM/JIM, varmie npu 1oBeHWIHHOM J[M.

S. Ilopa:xxeHue JIerkux

DKcnupaTtopHas ONBINIKA — NPUYUHAMH OJBIIIKKH MOTYT OBITh TOPAKCHHE
nuaparMalibHBIX — MBIIIL, CEpACYHAasT HEAOCTAaTOYHOCTb, WHTEPKYpPpEHTHAas
jJeroyHass WHQEKIMS, TOKCHYECKOE TMOPaKEHHE JIETKUX TI0J] BJIUSHUEM
JIEKapCTBEHHBIX CPEJICTB (HaIpuMep, METOTpeKcarTa).

WuTepcTuimanbHpiii  IeroyHol ¢uOpo3 — MEMJIGHHO MPOrpeccUpyeT U y
HEKOTOPBIX OOJIbHBIX BBISBJISIETCS TOJILKO MPHU CHEI00CIEIOBAHUH.

Octpblii  1U(QPy3HBIIA aTBBEONHUT, XapaKTEPU3YIOLIUKUCS HENPOIYKTUBHBIM
KalljieM, U OBICTPONPOTrPECCUPYIOIIas JIETOYHAsI HEAOCTATOYHOCTh (pa3BUBAETCS
pENKo).

6. Ilopaxenmue cepama B OOJNBIIMHCTBE CJIy4aeB MPOTEKAeT OECCUMITOMHO.
WNuorna npu creroOciae0BaHUM BBISBICTCS HapYIIEHUE PUTMA U TTPOBOJIUMOCTH
(Taxuikapaus, apuTMUs) BIUIOTH J10 ToJiHOW AB-0Onokanbl (peako); 3acToifHas
cepleyHas HEJAOCTAaTOYHOCTh  PA3BUBACTCS  PEIKO; BO3MOXHO  pPa3BUTHE
JTUIaTallMOHHON Kapauomuonatuu (penko). IlopakeHue cepjiia pa3BUBACTCS
yamie B akTuBHbIN nepuoa [IM (IIM) u BeIpakaeTcs TaxWKapAHE, yMEpEHHbIM
pacIIMpeHueM TpaHuI] Cep/IIia, MPUTIyIIeHHEM TOHOB, Yale B 00J1aCTH BEPXYIIIKH,
apUTMUSAMH, TUTIOTOHUEH. T MPU3HAKU CBUETEIICTBYIOT 0
MPEUMYIIECTBEHHOM IMOPaXEHUHU MHUOKAPJa, YTO MOJATBEPKIAIOT U CHELUAIIbHbIC
HCCIIEIOBAHUS.

7. ®enomen Peiino yaie HaOmonaercs npu M, aHTUCUHTETa3HOM CHUHAPOME U
OonmbHBIX ¢ mepekpecTHbIM cuHApoMoM JIM/IIM ¢ C3CT. Tumwmuen s

couetanHbiXx opMm JIM co cknepoaepmueit. Ilpu uauonaruueckom JIM wumeer

147



yarmie nByx(a3HbIid XapaKkTep ¢ mpeoliIaanreM sIBICHUN akpoachuKcruu, 0OBITHO
HEPEJIKO BBIPAXEH M HE BeIeT K TPOo(PUUECKHUM s3BaM U HEKpO3aM MajblEB, 3a
uckioueHueM nepekpectHbix Gopm ¢ CCJ, mpu KOTOPBIX OH XapaKTepU3yeT
MOCIEAHIOID W MOXET ObITh TMepBhIM MNpU3HAKOM 3a0oneBanus. [lpu
KaWUISIPOCKOUY BBIABIISIIOT HAPYLIECHUSI MUKPOLIMPKYJIALIMU, COUETAIOIINECS KAK
C CHHAPOMOM PeliHO, Tak M C BACKYyJIUTaMHU: PACUIMPEHUE KANWIUISIPHBIX METENb,
3aMeJIEHue KPOBOTOKA M CIA/K-CHHJIPOM, aBACKYJIPHBIE TOJIS, XOTS MOCJIEIHNE
oonee xapaktepubl st CCIl. OTu u3mMeHeHus yanie HaxomsaT npu [IM, yem npu
[IM. OHuM HE MMEIOT YETKOW KOPPENSILIMH C BBIPAKEHHOCTHIO M AKTHUBHOCTHIO
MHUO3UTA, XOTS M YMEHBIIAIOTCA MNpPU JUIMTEIBHOM PEMUCCUU;  Yalle
OoOHapyKMBAIOTCS Y OOJIBHBIX C CUHAPOMOM PeiiHo, mopakeHueM KOKU, CyCTaBOB
U JIETKUX, IpU overlap-cuHapome.

8. JIpyrue ¢opmbl cocyaucToi maToJOruM: UHPapKThl OKOJIOHOTTEBOTO JIOKE,
IIETEXUH, CETYATOE JINBEIO.

9. Ilopaxxenue movek: HAOIIOJAETCA KpalHE PEIKO W BapbUPYyET OT OYAroBOTO
rJIOMepyJIOHEppUTa U TPEXOJALIeH NPOTEMHYPUH A0 TsKenoro aud@ys3Horo
rIoMepyJioHe(puTa U MHOMIOOYJIMHYPUUECKOM TMOYKU C SIBJICHUAMH MOYEHYHOU
HEJOCTATOYHOCTH.

10. Ilopa:xkeHusi KeJyJIOYHO-KHIIEYHOro TpakrTa. OTMEYarOTCd HEPEIKO H
MPOSIBIISIIOTCS  HapacTBIOmIeW aucdarveid (BCIACACTBUE TOPAKEHUS  MBIIIIL
IJIOTOYHOTO KOJIbLIAa M BEPXHEro OTAENa IHIIEBOJA), OTCYTCTBUEM aIllIETHUTA,
00JSIMU B KUBOTE U CUMIITOMaMH TacTpO3HTEpoKonTa. MHOrAa aucdarus MoxeT
BBICTYNATh IEpPBBIM CHUMIITOMOM 3a0oJyieBanus. [Ipu BOBIEYEHHH B MPOLECC
MUIIEBOAHOTO CHUHKTEpAa BO3MOXKHO pa3BUTHE pedurrokc-330¢aruta. OmnucaHbl
ciydyass JIM, mpu KOTOPBIX OTMEYAIUCh KEITYJOUYHO-KHUILIEYHbIE KPOBOTECUEHUS,
nepdopanuu  KeIyJKa BCIEACTBHE BacKyJUTa M HEKpo3a [0  XOay
MHUILEBAPUTEIBHOTO TPAKTA.

11. HeBpoJiornyeckue HapyiieHusi. HaOmaromaroTcs HEYACTO W BBIPAXKAIOTCS
Pa3JIMYHBIMH U3MEHEHUSIMU 4yBCTBUTEJIBHOCTH - rurnepecTe3neit

nepudepuueckoro MM KOPEIIKOBOTO XapakTepa, mnapecTe3ueit, apediekcuen.
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B03MOXHO pa3sBHTHE HEPE3KO BBIPAKEHHOI'O IIOJMHEBPUTA M JAXKE IOPAXKEHUE
[MHC (sHnedamur, wmenuHrosHnedammr) 3a cder Backyiura. OTCyTCTBUE
pediekcoB Ha TMOpPaXEHHBIX KOHEYHOCTAX dYalle OOYCIOBICHO —TSKEIOU
MBIIIIEYHOW MATOJIOTHUEN.

12. DHAOKpHHHBIC HAPYLIEHUNA. DHJIOKPHUHHbBIC HapylleHus: peaku. [Ipu octpom
TEUEHUH MOXKET pa3BUTbCS aMeHopes. MOXKeT OTMedaTrbCsi HapyLIECHUE
runodu3apHO-HaANIOYECYHUKOBON CUCTEMBI.

HeobxoaumMo OTAENbHO BBIACIUTh AaHTUCUHTETA3HUN CUHAPOM, Yallle HAYMHACTCS
OCTPO € HAJIWYHAEM JIMXOPAAKH, CHMMETPUYHOTO HE3PO3UBHOTO apTPUTA,
MHTEPCTULHAIBHOTO TOPAXEHUS JIETKUX, CUHIPOMA PeitHO, mopaXeHus: KOXHU IO
Ty "pyku MexaHuka'. /{7 3TOro CMHApOMa XapakTEpHO MPOSBICHUS B KPOBU
antuten K Jo-1 W JOpyrMx AaHTUCHHTETA3HUX AHTUTEN, HEIMOJHBIA OTBET HA
tepanuio ['KC, nebdrot 3a00neBanus yalie B BECEHHUN NEPUO/I.

TEYEHMUE BosnHOOOpa3Hoe, mporpeccupyromiee. YIIydllleHne U TeM 0OoJiee
pPEMHUCCHS BO3MOKHBI TOJIBKO ITPXU HACTOMYMUBOM aJIEKBATHOM JICUCHHH.

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

Octpoe TeyeHHE  XapaKTepU3yeTcs  JUXOPaJKo,  KaTacTpohuuecKu
HApaCTAKOIIUM  TEHEPAJIM30BAaHHBIM  IOPAXKEHUEM  IOIEPEUYHO-II0JIOCATOU
MYCKYJIaTypbl BIUIOTH JO TIOJTHOW OOE3JBMKEHHOCTH, PaCIPOCTPAHEHHBIMU
HPUTEMATO3HBIMHU BBICBIIAHUSMH, Tporpeccupyronieil aucharue, auchoHue,
MOPAXCHUEM CEPALA U JPYTMX OpraHoB. be3 jedeHus: KOPTUKOCTEPOUIAMU ITH
OOJIbHBIE, KaK TIPABWIIO, YMUPAIA B TE€YEHUE MIEPBOTO rojia 3a00JeBaHus, a UHOTAA
yKe uepe3 2-6 Mec. OT Hayaja €ero.

[logoctpoe TeueHue oTiMyaeTcs Oojiee  MEIJICHHBIM  HapacTaHUEM
cumnromatuku JIM, HO yepe3 1-2 roga ot Havasna 00J€3HU OOBIYHO UMEETCS YXKe
pa3zBepHyTtas kaptuHa M (IIM) ¢ TskenbIM MOpPa)KEHUEM MBI, SPUTEMON WU
JEPMAaTUTOM W BHUCLEPUTAMH, BO3MOKHA KalbliMHAIMA TKaHeW. [Ipu mogoctpom
TE€UEHUU 3a00JIEBAHME Yallle HAYMHAETCA C MOCTENEHHO HapacTawlle ciadoctu
MBI, KOTOpas BBISABISIETCS NpPH Harpy3ke, pexe - ¢ jaepmarura. Ilozxke

pa3BepThIBACTCS XapakTepHas KJIIMHUYECKast KapTuHa  OO0JIE3HU C
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NPEUMYIIECTBEHHBIM [MOPA)KEHHEM MBI IIJIEYEBOr0O M Ta30BOIO  IMOscCa,
nucdarueit, nuconueit, UHOTA - MUOKap/Ia, JIETKUX U MOYEK.
[Ipu XxpoHMYECKOM TeueHUU O00JIe3Hh OOBIYHO TMPOTEKAECT UUKIMYECKH,
JUTUTEIBHO; Mpeo0aialoT MpoIecchl aTpo(uu U CKJIEPO3a MBIIIL; BO3MOXHO HX
JIOKaJIbHOE MOpa)kKeHUe, BKIIoYasl AMCTANIbHBIE OTAENbl KOoHeuHocTed. Hepenko y
OONBHBIX XpoHUYeCKUM JIM pa3BUBaIOTCS JE€pPMATUT, 3y[A, TUIEPIUTMEHTAIMS,
runepkeparTo3. Bucuepanbhbie mopaxkenus penaku. [Iporno3 stoit dopmer M
0JIarONpUSITHHIH.
JIABOPATOPHBIE H HHCTPYMEHTAJ/IBHBIE J/IAHHBIE
o YBeIMYEHHUE COIEpKAHUS K®K B CBIBOPOTKE KpPOBHU 3a
cueT MB-dpakuun, JIA, ACT, AJIT

o Anbaoiia3a CBIBOPOTKH KPOBH MOBBILIEHA

o IloBbIIEHNE KOHILIEHTpAaIMu KpeatnHuHa (MeHee yeMm y 50% mainueHToB) B
CBIBOPOTKE KPOBH

o Hanuuue muornoOuHa B Moue

o YBemuuenue COD B 00111eM aHATIU3€ KPOBU

o Bpricokue tutpel peBmarousHoro ¢akrtopa (mMeHee yem y 50% maiueHTOB) B
CBIBOPOTKE KPOBH

o Hamuune AHAT (Gonee uem y 50% manueHTOB)

o Ha OKI'— aputmun, HapymeHus MpoBOAUMOCTH

o OnexTtpoMuorpadusi — MblllIeYHass BO30YIUMOCTb MOBbIIIEHA

o buoncus Ml (O€IBTOBUAHONW WM YETHIPEXTIABOM MBI Oeapa) -
MPU3HAKU BOCIIAJICHUS

o PeHTreHonornueckne M3MEHEHUS CyCTaBOB HE XapaKTEPHBHI (Y AeTell BO3MOKHO
00pa30BaHK€ KAJIBIIMHATOB B MSTKUX TKaHSX )

JUNODOEPEHHUAJIBHAA IUATHOCTUKA

Knununueckass xkapTuHa 3a00J€BaHUs, COCTOSALIAs M3 KOXHBIX U3MEHEHUH U
npoKcUManbHOW uiu AU Py3HON MBIIIEUHON CJIa00CTH, PEIKO BCTpEUaeTCs MpHU
KaKUX-HUOyAb MHBIX 3a0oneBaHusix, kpome JIM. OpHako mnpocTo ciaadbocTh

IMPOKCUMAJIbHBIX MBIIII] 0e3 MaTOJIOTMYECKUX H3MEHEHHMH CO CTOPOHBI KOKH
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MOJKET OBITh OOYCIIOBJI€HA MHOTMMH 3abosieBaHusMH, nomumo [IM, mostomy B
NOJMOOHBIX cly4yasx HEOOXOAMMO TIATeNbHO OO0CienoBaTh OOJIBHOTO JIJIs
YCTaHOBJIEHUsI TOYHOT'O AUArHO3a.

[TomocTpast, unm XpoHUUYECKast, MPOTrPECCUPYIOIIasl MbIIIIEUHas cabocTh. DTO
COCTOSIHME MOXET OBbITh CBSI3aHO C IPOLECCOM JEHEPBALIUU, KaK, HAPUMED, MPU
CHMHAJIBHBIX MBIIIEYHBIX aTPOPUAX WM aMUOTpOoPHUUEecKOM OOKOBOM ckiiepose. B
NOCJIETHEM CIIy4ae MbBIIIEYHOW CIa0OCTH COIYTCTBYET MOPAKEHHE IEPEIHETO
MOTOPHOTO HEWpOHA, YTO 3HAYUTENIBHO OOJIerdaeT JUarHocTuky. Yacto
MbIIIeYHbIe AucTpoduu (Hanpumep, romenna u bekkepa, MpllieuHbIe TUCTpOdun
MOSICHO-KOHEUYHOCTHOTO U TICYE-JIOMAaTOYHO-JIUI[EBOTO TUTIOB) KIMHHYECKHA MOTYT
ObITh BecbMa cxoaHbIMU ¢ [IM, ojHako, pa3BUBAIOTCA MENJICHHEE, PEIKO
BO3HHMKAIOT B Bo3pacTe crapiie 30 Jjer, B MaToJOrMYeCKHid mpoluecc OObIYHO
BOBJICKAIOTCS MBILIIBI TJIOTKM M 33JHHUE MBIl II€W, HO JIUIIb B MO3JAHUX
cranusax Oosie3HH. JIOKanM3yrOTCS  MBILIEUHBIE MOPAXEHUS MpPU  ITOM
n30UpaTeabHO: TaK, Ha PaHHUX CTAausAX 3a00JEBaHUS HEPEIKO MOPaXKaIOTCs
JIBYTJIaBbl€ MBILIIIBI U TUIEYEITYUYEBBIE, B TO BPEMS KaK JIPYrHMe MBIIIIbI, HAIPUMED
JIENbTOBUAHAS, OCTAIOTCS WHTAKTHBIMH. TeM HE MEHEe y HEKOTOPBIX OOJIbHBIX
JaXe MpU HCCIeNOBAaHUM OHMOITaTa MBIIIIB MHOIZIA OYEHb TPYAHO IMPOBECTU
muddepeHnanbHplii - guarHo3  Mexay I[IM  wum  ObicTpo  mporpeccupyromiei
MBIIIIEYHOUN TUCTpOoduei.

B Gonbiuelt creneHu 3To OTHOCUTCA K IJIeUe-JI0NaTOYHO-JIMIEBON MUOIIATHH,
Ipu KOTOPOW YK€ Ha pPaHHUX CTaAusIX 3a00JIeBaHWs BBISABISICTCS BBIpa)KEHHAs
WHTEPCTUIIMAIbHAS BOCHAJIUTENbHAs HHQUIbTpanua. B Takux COMHHUTETBHBIX
cllydasiXx MOKHO PEKOMEHJIOBaTh MOMPOOOBATH MPOBECTU JICUECHUE a/IeKBATHBIMU
J03aMH KOPTUKOCTEPOUIOB. Muoronnyeckas aucTpopus 0OBIYHO
COINPOBOXAAETCA XapaKTEPHBIMH H3MEHEHHUSIMH CO CTOPOHBI JIMIA: BO3HUKAIOT
nTo3, (¢aciuaibHas MHONATHs, aTpodus BHCOYHOM MBIIILBI U XBaTaTeJbHas
MUOTOHUS. HekoTopeie MeTabonWueckue MHOIMATUH, BKIOYAs HapyIICHUS
JICTIOHUPOBAHUS TJIMKOTE€HA B CBSI3M C HEIOCTATOUYHOCTHIO MHUOGOCHOpHIasbl, a

TaKXKCE JKHUPOB B CBiA3HU C HEOOCTAaTOYHOCTBIO KapHUTHH- u
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KapHUTHHIIAIbMUTIIITPAHC(EPasbl, COMPOBOXKIAIOTCA MBIIICYHBIMU CYJOPOTaMu
npu (PU3NYECKOM YCUIIMH, paOJOMHUOIN30M U MBIIIEYHONW CIab0CThIO; JUArHO3 B
TaKUX CIIy4asX OCHOBBIBACTCS Ha OMOXMMHYECKHX HCCJIEAOBAHMUIX OHONTATOB
MbIn. JUJIsi JUarHOCTUKM TJIMKOI€HO3a, OOYCJIOBIEHHOIO HEJOCTATOYHOCTHIO
KHUCIION MaJibTa3bl, TaAKKe HE0OXoArMa MbIlieuHas ouorncus. s moaTBepKaeHUs
SHIOKPUHHBIX MUOIMATUI, HAPUMED, CBSI3aHHBIX C TUIIEPKOPTUKOCTEPOMOU UIIH C
TUMEep- WIM TUIOTHPEO30M, TpeOyIOTCS COOTBETCTBYIOIIUE J1aO0OpaTOpPHBIC
uccienoBanus. [latomopdonorus TOKCHYECKUX MUOTIATUI (HAIIpUMED, CBA3aHHBIX
C aMHMHOKAIPOHOBOM KHUCJIOTOW WM 3METHHOM) HECKOJIbKO WHAas, OTIMYHAS OT
takoBoi [IM, u [y TOATBEP)KIECHHUS JUarHo3a IeJeco00pa3Ho TIATEIbHO
U3y4YUTh AaHaMHE3 C TOYKU 3PEHHs 3JIOYNOTPeOJIEHNs YKa3aHHbIMU BBIIIE
BellleCTBaMH. bBbICTpO pa3BHBaromasicsa arpodus Mbl Opu BTOpuuHOM [IM,
BO3HUKAIOIIEM Ha (OHE 3JI0KaYeCTBEHHOIO HOBOOOPA30BaHMs, MOXET ObITh
CIIEICTBUEM pacmaja OelKOB, XapakTEepHOTO Il paKOBOM  KaXeKCuH,
NapaHeoIyIaCTUYECKON HEMpOaTuu Wik MbllueyHor arpoduu 11 Tuna.

Mpieunas ¢1a00oCcTh, BO3HUKAIOIIAsA IPU OBICTPOM YTOMIIIEMOCTH BO BpeEMsI
¢u3nueckoil Harpy3ku. beicTpas yTOMIISIEMOCTh MBI O€3 yMEHBUICHUS €€
pa3MepoB  MOXKET ObITb  OOYyCIIOBJI€HAa TMAaTOJOTHMEe  HEPBHO-MBIILICYHBIX
COCIMHEHUN, MuacTeHuer, cuuapomom JlamGepra - HWrona. HWccaepgoBanue
MOPAKEHHBIX MBI C TMOBTOPHBIM pa3Ipa)K€HUEM COOTBETCTBYIOIIETO HEpBa
MOKET 0Ka3aThCs MOJIE3HBIM B IMATHOCTUKE YKA3aHHBIX COCTOSHUM.

OcTpo pa3BUBAKONIASCA MBIINICUYHAS CIA00CTh. DTO COCTOSHHE MOXKET OBITh
CBS3aHO C OCTPOM HEBPOIATHEM, HapuMep npu cunapome ['uiteHa - bappe nimm
py  BO3ACHCTBUU KaKoro-inOo HeWpoTokcuHa. Eciu ocTpo pa3BuBaromiasics
MBIIIIEYHasE ~ cIa00CTh ~ COMPOBOXIAETCS  OOJICBHEHHBIMH  CYJOpOTaMu,
pabIOMUOIM30M W MHUOTJIOOMHYPHEH, MPUYWHON ITOr0 MOTYT OBITh OOJE3HU
HAKOIUICHUS TJIMKOTEHA [[IPU HEJAOCTATOYHOCTH MUOGOCHOpHIIasbl -IIMKOreHo3 V
tuna  (Oonesnp  Mak-Apmna)]  wiam kKupoB  (IpU HEJOCTATOYHOCTH
KapHUTHUHIIAIMUTUITPaHCPepasb) W HEJ0CTAaTOYHOCTh depmenTa

MuoaZeHIaTaeaMrutas3bl. OCTpble BUPYCHbIE MH(EKIHMHU TaKKE MOTYT BbI3BaTh
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yKa3aHHbId cUHApPOM. B npyrux xe ciayyasx oOcieoBaHUE HE IO3BOJSET
YCTAaHOBUThH 3THOJIOTHIO MOPAXEHUsS, U TOTJa 3TO MOXKET OBITh JIEWCTBUTEIBHO
CBS3aHO C HCTHUHHBIM OCTpPhIM ayTOMMMYHHbIM [IM wnmu c mnoka eme He
YCTaHOBJICHHBIM META00JIMYECKUM 1€PEKTOM.

bonp B Mblmmax npu ABMKEHUM U OOJIE3HEHHOCTh MBILII MPU MaJbIallUU.
bonu B MbllIax npu OTCYyTCTBUU CIa00CTH B HUX OOBIYHO CBSI3aHBI C HEBPO30M
wim uctepueit. Tak uro npu nuddepennmansuoit auarnoctuke [IM npuxogutcs
UMETh B BHUAY pSJ caMmblX pa3HbIX 3aboneBaHuil. Tak, Hampumep, MOpu
pEeBMATHYECKON MOJTUMHUAITHH U MTOPAXKEHUSIX CYyCTaBOB B MBIIIEYHOM OHOITATE HE
HaXOJAT KakKuX-JIMOO HM3MEHEHHH JMOO OOHApyXUBAIOT aTpO(UIO MBIIIEYHBIX
BosiokoH Il Tuma, a B OuonTaTte BUCOYHON apTEpUU MPU PEBMATUYECKOUN
NOJIMMHAJITUM  BBISIBJSIIOT IPU3HAKM TUTAHTOKJIETOYHOro aprepuuta. llpu
muddepennuansuoit nuarHoctuke [IM He cienyer 3a0biBath o (uOpo3uTe U
cuHapome Guopomuanruu. [lanmeHTs! Npu 3TOM KaldyroTcs Ha 00U U cl1adoCTh B
MBIIIIAX, HA JOKAIbHYIO WIH JUPPY3HYIO0 00JIE3HEHHOCTh MBIIII [IPU NaIbIaluy,
IpUYEM MHOTJA 3TO OBIBAET TPYIHO OTIMYMUTH OT Oosel B cycTaBax. Kpome Toro,
y HEKOTOpbIX OOJBHBIX OOHAPYKHMBAIOT T€ WM HHBIE NIPU3HAKK HEPE3KO
BBIP@XEHHOIO  «KOJJIAT€HOBOTO  (KOJJIar€HO-COCYUCTOr0)»  3a0oyeBaHusd -
yckopenne COD, aHTHUHYKJIEapHBIE aHTUTENA WM PEBMATOUJIHBIN (akTop B
CBIBOPOTKE KPOBU, HEKOTOPOE TMOBBIIIEHHE AKTUBHOCTU KPEATUHKHHA3bl B KPOBHU.
B mbliieuHom 6uonTaTe MOKET ObITh BBISIBIIEHA HE3HAUUTENbHAs BOCTIAUTENIbHAS
KJIETOYHAsi MHQUIBTpALMS B MUHTEPCTULMU. B ciiydasx ke, Korga MMEET MEeCTO
dokanbHasgs TpurrepHas OOJE3HEHHOCTh MpU  OUONCHHM, MOXHO BHJETh
BOCHAJIUTENbHYI0O UHOUIBTPAIMIO COCTUHUTEILHON TKaHU. YKa3aHHBIA CHHAPOM
U3peKa MOXET TpaHcPopMUpOBaThCA B UCTUHHBIA [IM, HO MPOrHO3 MpU TOM
HECKOJIbKO Oonee OmarompusatHbidi, yem mnpu [IM. Muorue Takue OOJIbHBIE
MOJIOKUTEIIBHO pearupyror Ha  JIeYEHHUE IIPOTHBOBOCHAINUTEIbHBIMU
HECTEPOUHBIMU TpernapataMd, HO BCE € OOJBUIMHCTBO U3 HHUX MPOJOJLKAET

NpCaABABILATE TC WJIWM MHBIC JKaoOBbI.
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JAUATHOCTHUYECKHUE KPUTEPUU (APA)

Ocnognole

1. XapakTepHoe MOpaxxeHUE KOXKU: MepUOPOUTATILHBIN OTEK U SpUTeMa (CUMIITOM
«OYKOBY); TEJICAHTMIKTA3UH, SPUTEMa HA OTKPBITHIX yyacTKax Tena (JIMio, mes,
BEPXHSIS 4aCTh IPYJU, KOHEYHOCTH).

2. llopaxxenne ™Mb (IPEUMYHIECTBEHHO  MPOKCUMANBHBIX  OTJEJIOB
KOHEYHOCTEH), BBIpa)KAIOLIEeCs] B MBIIICYHON CIA0OCTH, MUAITHSIX, OTEKE U
M03Ke - aTpoduHu.

3. XapaxTepHas matoMopQoJIOTHs MBI Tpu OUOTICHM (JIeTeHepals, HEeKpo3,
0azo¢uius, BocnaluTeIbHble HHPUIBTPATHI, PUOPO3).

4. YBenuueHHE aKTUBHOCTU CHIBOPOTOUYHBIX (PEPMEHTOB - KpeaTHH(POCHOKHUHASHI,
anba0J1a3bl, TpaHcaMuHa3 Ha 50% u 0osiee o0 CpaBHEHUIO C HOPMOM.

5. XapakTepHble TaHHbIE IEKTPOMUOTPAYUUECKOTO UCCIEOBAHUS.

Jlononnumenshule

1. Kanpnuuos.

2. Hucdarusi.

Jluacno3 depmamomuo3uma 00Cmosepen:

e TPU HAJIMYUU TPEX OCHOBHBIX KPUTEPUEB U CHITIH;

e TPU HAJIWYUU 2 OCHOBHBIX, 2 IONMOJHUTEIHHBIX KPUTEPUEB U CHITIH.
Jluazno3 oepmamomuo3uma 6epoamen:

e TMPU HAJIMYUHU NIEPBOTO OCHOBHOTO KPUTEPUS;

e TIPU HAJIMYUHU JBYX OCTATBHBIX U3 OCHOBHBIX KPUTEPHCB,;

e TIPU HAJIMYUU OJHOTO OCHOBHOTO M JIBYX JIOMTOJTHUTEIILHBIX KPUTECPHEB.

Jluazno3 nonumuozuma oocmosepen npu Hamauu 4 KpuTepreB 6€3 ChIHL.

JIEHEHUE
Ocnognvie yeau gpapmaxomepanuu IIM//IM
e JIOCTIDKCHHME TIOJIHOTO KJIMHHYECKOTO OTBeTa (OTCYTCTBHUSI KIMHHUKO-
1a00paTOPHON aKTUBHOCTH B TE€UEHHE, HE MEHee ueM 6 MecsieB Ha (oHe

Teparnuu) WId peMUCCUU (OTCYTCTBUS KIIMHUKO-I1a00paTOPHOM aKTUBHOCTHU
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B T€UEHUE, HE MEHee ueM 6 MecsieB Ha (oHe OTMEHBI Tepanuu) (YpOBEHb
JI0Ka3aTeabHOCTU B),

¢ CHIDKEHHE PUCKAa KOMapOUAHBIX MHEKIHH (ypoBeHb T0Kka3aTenbHOCTU C),

e BBISIBIICHHE U CBOEBPEMEHHOE JICUCHUE MAIIMEHTOB C HAUOOJBIINM PUCKOM
BUCLIEPATIBHBIX OCIIOKHEHUN (MHTEPCTULMATIBLHOTO TIOPAXEHUsSI JIETKUX
(UILT)).

HHoanep:xxano pexkomengauusimu APP
IMoanep:xkano pexomenganusavu International Myositis Assessment and

Clinical Studies Group (IMACYS)

Kommenmapuii: Oyenxa s¢hghekmusnocmu mepanuu 00JIHCHA OCHOBbIEAMbCS HA
KAUHUYECKUX — (CManoapmu3upo8anHvie UHOEKCbl MAHYAIbHO20 — MbIULEYHO20
mecmuposanus ~ (MMT),  nabopamopuvlx nokazamensix (OUHAMUKA YPOBH:
«mbiuteynvixy pepmenmos: KOK, JIII, ACT, AJIT), a makoce OaHHbLX
UHCMPYMEHMATbHO20 UCCNe008aHUs (U2cobyamas dnekmpomuocpagus). B ciyuae
Hanuuus U3J1 — nposedenue KT epyonou knemku u (yHKYUOHATbHBIX 1€20YHbIX
mecmos 8 OUHaMUKe.

Oobuue pekomenoayuu

1. Jleuenne mamuentoB [IM/JIM  10DKHO TNPOBOAUTHCS  Bpadamu-
pEeBMaTOJIOraMH.

2. B cnyuyae nammuua UIJT ¢ cunapoMom (GpuOpO3UpYIOIIETO albBEOJIUTA
(CDPA) no tuny Xammana-Puua mpu antucuntetaznom cunapome (ACC) — ¢
MPUBJICYEHUEM MYJbMOHOJOTOB U OCHOBBIBAaThCS Ha TECHOM B3aWMOJICUCTBUU
Bpaua U nauueHTa (ypoBeHb JI0Ka3aTeIbHOCTU B).

3. Crnemyer peKOMEHIOBAaTh MalMeHTaM wu30eraTh (PaKTOPOB, KOTOpPHIE
MOTYT CIIPOBOIIMPOBaTH 00OCTpeHHE OO0JIE3HU: OTKAa3aThCsl OT NpeObIBaHUS Ha
COJIHIIE, OT KYpEHHs, OT KOHTAaKTOB M WH(MEKIIMOHHBIMU OOJBHBIMH, H30EraTh
(U3UYECKUX U TICUXO0-PMOIMOHATIBHBIX TIEPETPY30K.

4. Crnenyer  peKOMEHIOBaTh  MAIIMEHTaM  HCKIIOYHTH  (DAKTOPHI,
MOBBIIIAIONINE PUCK pa3BUTUs TOOOUHBIX 3 dekToB Tepanuu ['K: He ynoTpeOasTh
ClaJKue TPOAYKTHI, BKIIOYash MeJ U Cilaakue (PYKTHI, IMOBBIIIAIOIIUE PUCK

pPa3BUTHS CTEPOUIAHOTO CaxapHOTO auadeTa, TakkKe, UCKIIOYCHUE OCTPOU IHIIIH,
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IPUMEHEHHUE TacTPONPOTEKTOPOB C€ LEJIbI0 MPEAOTBPAILICHUS  SI3BEHHBIX
OCJIO)KHEHM (ypOoBeHb JToka3aTesnbHocTH C).

5. Bce mamueHTBl HYXIalOTCd B AKTUBHOM MPO(UIAKTUKE M JICYEHUU
ITIIOKOKOPTUKOMIHOTO ocTeonopo3a. [1onbop aHTHOCTEOnopeTHYecKon Tepanuu
3aBUCUT OT pE3YyJbTaTOB JICHCUTOMETPHUYECKOIO HCCIENOBAaHUS U  OLCHKHU
JIOTIOJIHUTENIBHBIX (PAKTOPOB pHUCKAa OCTEONopo3a (MEHomay3a, SHAOKPUHHBIE
3a0onieBaHus1). B 3aBHCHUMOCTH OT HMCXOJTHBIX JAAHHBIX MHUHEPAIbHON IUIOTHOCTH
KOCTHOM TKaHW Ha3HA4arOTCsl IpenapaThl KajbLUs B COYETAHUU C BUTAMUHOM /J,
WIH STHOKE TIperapaThl B coueTaHuu ¢ oucdochanaramu.

6. ¥ mammentoB [IM//IM cnenyer nzberarb BHyTPUMBIIIEYHBIX UHBEKIINH,
IPOBEJCHUE KOTOPBIX, 3aTParuBasi MpIILIEYHYIO TKaHb, MOKET CIIOCOOCTBOBATH KakK
(GOpMUPOBAHNIO TMOCTUHBEKIIMOHHBIX KadbI[MHATOB, TaK OBITb MPUYUHOM

JIO’KHOMOJIOKHUTENIBHBIX Pe3yIbTaToB YpoBHS KpeaTuHpochokunazsl (KDOK).

Homnep:xkano pexkomengauusavmu APP u IMACS.

N.B. OcnoBHoe mecto B JedeHuu IIM/IAM 3aHMMAOT TJIIOKOKOPTHKOMbI
(I'K) 1 nMMyHOCYTNIpecCHUBHbIE NIPEeNapaThl.

Beaymas possb B aedenun IIM//IM orBoaurcs I'K.

OcHoBHbIe npuHIUnbI Jevyenus I'K:

e PaHHee Hayajo Tepanuu (B TEUEHHME TMEPBBIX 3-X MECALIEB OT Hayala
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 TEUCHHUE MEPBOM IMOJIOBUHBI JHS;
3aTeM MEepPEeBECTH MallMeHTa Ha npreM nojiHoi 103bl 'K B yTpeHHue yachl.

KoMmMeHTapuu: - B cilyyae «IJI0XOW» MNEPEHOCUMOCTH OJHOMOMEHTHOIO IIprueMa
noHoM 1036l ['K (Hampumep, peskoe mnosbiiieHre AJl) BO3MOKHO €€ pa3/ieieHue
Ha HECKOJIBKO MPUEMOB, KOTOPbIE JOJDKHBI MMPOBOJIUTHLCA, B Cpe/iHEM, 10 12 yacoB
JTHSL.
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o Onenka 3(Q¢eKTUBHOCTH Tepanmuu TPOBOIAUTHCSA dYepe3 2-4 Hemenu OT
Hauana Tepanuu ['K. [lomoxwutensHbiii 3¢ @QexkT Tepanuu pacreHUBAETCS NpU
HavaBuiemcsi cHrkeHnn ypoBHs KOK, ACT, AJIT, yMeHbIIEHUN NHTEHCUBHOCTU
KOKHBIX MPOSBICHUMN, HAPACTAHUH MBIILICYHOMN CHUJIBI.

° B cnydae oTCyTCTBHS MONOXKUTEIBHOW TMHAMHUKH - YBeIUUUTh 103y ['K 1o
1,5 Mr/Kr/CyT.

Ilpumeuanue: npu I[IM/JIM monoxurenbHas JAWHAMUKA: HapacTaHUE U
BOCCTAHOBJICHHE MBIIICYHON CHJIBI, HOpMaIU3aIMs JabOpaTOpHBIX MOKa3aTenen
pa3BUBaETCA MEJJICHHEE, YeM MIPH IPYTUX PEBMATHUYECKUX 3a00JI€BaHUSIX.
KomMMeHTapuu: OTCYTCTBHE NOJIOKWTEIBHOM AWHAMHUKMA B TeYeHUE 4 HEIElb
TpeOyeT MOBTOPHOTO  NpoBeaeHUd  Iu(dPepeHIHanTbHOr0  AWarHoza ¢
(EHOTUITMYECKH CXOKUMHU HO30JIOTHUSIMHU, BKIIFOUAIOITUMU B KIIMHUYECKON KapTHUHE

MHUONATUYECKUN CUHAPOMaM, B T.4., IEPECMOTPA MOPPOJOrHYECKOr0 MaTepraa.

e JlimrensHOCTH MHULIIMANBHOU 103kl [ 'K cocTaBnser, B cpennem, 2,5-3 mecsna.

e CHmwxkenne n03pl ['K Haumnaercs npum HOopMaymmszauuu ypoBHI KOK B
CBIBOPOTKE KPOBHM, HCUE3HOBEHHMHM CIIOHTAHHOW aKTUBHOCTU mnpu u-OMI,
HapacTaHUH MBIIIEYHOU CHIIbI, 00beMa ABMKCHUI U MPOBOAUTHCS 10T CTPOTUM
KJIMHUKO-71a00paTopHbIM KoHTposeM. Jlo3a I'K nocreneHHo cHuxkaercs mo Ya
JI03bI OT UCXOJITHON B MECSII, B CpeIHEeM, II0 Y2 - Y4 TabneTku B 5-7-10 gHel 1o
JIOCTUKEHUSI TOJJICPKUBAIOIIETO YPOBHA. TeMI CHUXEHUSI 3aBUCUT OT
ncxoxnou 103wl I'K u crenenn aktuBHOCTH Oone3Hu. Uem Hmke no3a 'K, tem
MEJUJICHHEE €€ CHUKCHUE.

o IllomnepxkuBaromas noza 'K unauBumyansHa: 5-10, pexe 15 Mmr/cytku u
3aBUCUT OT KJIMHUKO-UMMYHOJIOTHYECKOTO TMOATUNA OOJe3HH,  BoO3pacTa
o6ompHOTO. [lpm FOJIM wm3BecTHBI ciydan KIMHUKO-TA0OpPATOPHON peMHUCCUU
Ha ¢oHe iuTeNbHOM oTMeHbl Tepanuu. [lonnas otrmena I'K y B3pocibix
MAIMEeHTOB, KaK TMPAaBWIO, BEIET K OOOCTPEHUI0 OOJE3HM, NaKe €CIIU OHU
HECKOJIBKO JIET HAXOJUJIUCh B COCTOSIHUM MOJIHOTO KJIMHUYECKOTO OTBETA.

IHoanep:xano pexkomengauusamu APP u IMACS
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N.B. Ilyabc-tepamus [I'K y B3pociabIX DaUMEHTOB He sABJIseTCH
ocHoBonosaramei npu IIM//IM u He CIy:KUT NOBOAOM IS NPUMEHEHHUSA
MeHbIINX (He agexkBaTHBIX) 403 'K HazHayaeMbIX BHYTPb, KAK B OCTPbIi

nepuox 00J1e3HHM, TAK U NIPU €€ 000CTPEHNH.

I[HoTeHuna/bHble MOKA3aHUA K MOJKJIIYEHUI) HMMYHOCYNIPECCHBHOM
Tepanuu:

o [IpuHamiexkHOCTh OONBHBIX K KIMHUKO-UMMYHOJIOTHYECKUM TOJITUIIAM
[IM/]IM, 0COOEHHOCTBIO KOTOPBIX SIBISICTCS 3aBEAOMO «IUIOXOW OTBET» Ha
tepanuio ['K: ACC ¢ ¢ubpo3upyronmm ajlbBEOJUTOM, y MalMEHTOB
aHTurtea Kk SRP,

e $I3BEHHO-HEKPOTUYECKUI BACKYJIUT,

e OO0ocTpeHue 3a001eBaHus MIPU CHIKEHUH 10361 ['K,

o Pa3BurHe CTEPOMAPE3UCTEHTHOCTH Y OOJIBHBIX, paHE TOJyYaBIIUX
HeaJIeKBaTHO MaJible 1036l ['K,

e Headdextupnocts 'K B TeueHue 3-x mecsIies,

e Tsxensie mnobOounble Hpdexter ['K, numuTHpyronme HazHaueHUE
anexkBaTHOM 036l ['K (HEKOHTponHMpyeMble caxapHblii JguabeT Wiu
apTepuaibHasi TUNEPTEH3Us, OCTpasl s3Ba JKEIyAKa, MHOXECTBEHHBIE

OCTEONOPETUYECKUE TIEPETOMBI)

Honnep:xxano pexkomengauusaMu APP u IMACS (YpoBeHb 10Ka3aTe/IbHOCTH

A/B)

PexomeHnnanuu no NpUMEHEHUI0 UMMYHOCYTPECCUBHBIX U OMOJIOTHYECKHUX
MpenapaToB CrpyniupoOBaHbl HUXKE COOTBETCTBEHHO HauOoyiee TSHKEJIbIM
CHHJIPOMAaM II0 OpraHaM MU CUCTEMaM C YYETOM MEXKIYHApOAHOIO OIbITa U B

cootBeTcTBHM ¢ Bepcueir APP u IMACS

NurepcTunnanbHoe  mopaxenue  Jjgerkux (UIIJI) ¢ cuHapomom

¢pudposzupyrouero anbeeosura (CPA) npu ACC
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1. Haubonee TsXeNbIM M HEIOCTATOYHO KOHTPOJIMpPYeMbIM MoHOTepanueil ['K
npu I[IM/IIM cungpomom sBisiercsi ACC,  MapKUpyeMmblii BBISBICHUEM
MUO3UT-CIIENU(PUUECKUX aHTUCUHTETa3HbIX aHTuTen (aHTt Jo-1, anmtm PL-7,
antd PL-12 u gap.) B ceiBopoTke KpoBH. Ilnoxoil mporHo3 ompenensercs
BOBJICYEHHUEM B MATOJIOTUUECKUM IIpoLece JieroyHou tkanu - UIJI ¢ pazButuem
(GbuOpO3UPYIOLIETO ATbBEOIHTA.

2. O6beMm Tepanuu U BbIOOp mpemapata (B couertanuu ¢ ['K) ompenensiercs
TsokecThio UMIIJI (mo nmanmapiM KT M QyHKIMOHANBHBIX JETOYHBIX TECTOB —
dopcupoBanHoii ku3HeHHOUW emkoctu Jerkux (OKEJI), muddy3nonnas
cnocobHocTh Jierkux (DLCO) m ¢ yyerom aHamHe3a (paHee NpUMEHsIEMbIE
UMMYHOCYIIPECCUBHBIE TIPETIAPATHI).

3. OcuoBHoe wmecto B unedenumn MWIIJI 3ammmaer mumkinodochamug (D),
Ha3HA4aeMblii BHYTPUBEHHO B 03¢ 500 mr/M® -750 mMr/mM® Mr B Mecsi B

couetanuu ¢ 'K (ypoBeHb 10Ka3aTeNbHOCTH A).

KoMmmeHnTapumn: He00OX0 UM KOHTPOJIb YPOBHS T€MOIJIO0OMHA, YUcia JIEHKOLUTOB,
TPOMOOIIMTOB, a30Ta MOYEBUHBI, KPEATUHHWHA, KOHLIEHTPAIIMM MOYEBOM KUCIOTHI,
aktuBHoctu ACT, AJIT, JIII', usmepenue auypesa, yaeIbHOM IJIOTHOCTH MOYH,
BBISIBJICHUE MUKporeMatrypuu. l[Ipu yMeHbIIEHHUH YKCiIa JEHKOIIMTOB MEHee
2,5x109/n u/uma TpomoonuToB — MeHee 100 x10%1 1 noBbIIIeHUN KOHIICHTpAIUU
ACT, AJIT Gomee yem B 3 pa3a OT BEpXHEW TpaHUIBI HOPMBI, JICUCHUE
HEOOXOJMMO TMPEKPATUTh JO YCTPAHEHUS CHUMIITOMOB TOKCHUYHOCTH. J[s
NPOPHIAKTUKA TEeMOPPAruYecKOTo IMHUCTHTa  (MOXET pPa3BUThCS B TEUCHUE
HECKOJIKUX YacOB WJIM CIYCTS HECKOJbKO HEAENlb IOCJe BBEACHUS) Mepen
tepanuend [{® u B TeueHwe 72 4acoB MOCIE €ro MPUMEHEHUS PEKOMEHIOBAH
OOUJILHBIN MUTHEBOU PEXUM (0 3-X JUTPOB B CYTKH) W NMPUMEHEHHUE CPEICTB,
MOAIIE/IAYUBAIOIUX MOUy. [Ipu MOsSIBIICHUH TIEPBBIX MTPU3HAKOBIEMOPPAruuecKoro

[UCTUTA JICUCHUE MpekpariaeTcs (ypoBeHb J0Ka3aTebHOCTH B).

4. JlmutenpHocTh I[® pomkHa OBIT HE MeHee 6 MecsieB (YpOBEHBb

nokazarenbHocTH C)
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Kontpons sd¢pexkrusnoctu LD ocymecTsasieTcs o AuHaMu4Yeckoil omeHke (1
paz B 6 wmecsueB) dopcupoBannoit KEJI, mokazateneit DLCO (ypoBenb
J0Ka3aTeNnbHOCTH A), a Takke AaHHbIX KT nerkux.

[Tpu arpeccuBHOM TeueHun CPA npu BeipaxkeHHOM cHxeHuu JKEJI u DLCO,
a Takxke, B ciydae Hed(pPeKTUBHOCTH paHee NpuMeHseMoil Tepanuu LD,
1es1eco00pa3Ho MPUMEHEHNUE PUTYKCUMAa0a.

[Tpumenenue modetuna mukopenonata (MM®D) paccmarpuBaeTcsi B KaUeCTBe
Tepanuu «BTOporo» psaa npu UIIJI B ciydae HEBO3MOXKXHOCTH NPUMEHEHHMS

D nnm PTM.

Jucharus

Hapymenune rnoranusa (aucdarus) siBisieTcst (pakToOpoM pUCKa aCUPALMOHHON
ITHEBMOHHH, TEYEHUE " Tepanus KOTOpPOH OCJIOKHSIETCS
UMMYHOCKOMIIPOMEHTHPOBAHHOCTBIO MAIlMEHTOB, CBA3AHHOM C Tepanuen
BBICOKMMU f03aMu ['K 1 mUTOCTaTHKOB.

PexomennoBano mnposeaenue mynbc-tepanuu 'K (metunpen 1000mr) N 3 B
codeTaHuu ¢ nepopainbHbIM puemoM 'K B anekBaTtHoOl fn03€.

Tsoxenast nucdarus sBISETCS MOTEHUUAIBHBIM MMOKA3aHUEM JJI IPUMEHEHUs

BHYTPUBEHHOTO UMMyHor1o0ynuna (BUT).

KommenTapuu: - nanuuue aucdaruu y 6onbHbix [IM//IM ciyxut moBoaoM st

poBeieHus 00Jiee aKTUBHOTO OHKOTIOMCKA (YpOBEeHb Joka3arenbHocTH C).

SI3BEHHO-HEKPOTUYECKUUA BACKYJIHUT

Hanuuwue A3BCHHO-HCKPOTHYCCKOI'O BACKYJIHUTA ABJICTCA ITOKA3aHHUCM IJIA

MpOBeEeHUs MyJbc-Tepanuu ukiopochamuaom B 1o3e 600-800-1000 mr B mecsn

B cOUeTaHUU MeTuimpeaan3o0a0HoM S00-1000mr.

Ko:xHblii cuHIpoM

Koxnbiii cuanpom npu M B coueTaHnHM € NPOKCHUMATIbHOM MBIIIEYHOU

C1a00CTBIO OTPaKaeT aKTUBHOCTH OOJIE3HH M, KaK MpaBwiio, KoHTpoaupyetrcs ['K B
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aJIeKBaTHBIX J103aX B OCTpbId nepuoj Oose3HH. [Ipm pe3ucCTEHTHOM KOKHOM
CHUHIPOME,  COXpaHsIomeMcss Ha (OHE BOCCTAHOBJICHUS MBILIICYHON CHUIIBI,
PEKOMEH/TyeTCsl IPUMEHEHUE aHTUMAISIPUMHBIX MpenapaToB (TUAPOKCUXIOPOXUH
o 200—400 mMr/cyT), TOMAYECKUX CTEPOUIOB.
KomMMmeHnTapum: - HaJlMunMe PEe3UCTEHTHOTO KOXXHOTO CHUHApPOMA W/WUIU SI3BEHHO-
HEKpPOTHUYEC-KOTO BackyiauTa y OonbHBIX [IM//IM clyXuT TMOBOJOM JIJIst
mpoBeeHusI 00JIee aKTUBHOTO OHKOTIOWCKA. (YpOBeHb Joka3areapbHocTH C).
JIuxopaaka uiam cyodedpuanter
1. Bcerpeuaetcs peaxo, rnaBHbIM 06pazoM nipu ACC ¢ ocTpbIM HayanaMm OOJIE3HHU.
2. Kontpomupyercss 'K u He TpeOyeT MOMOMHHUTENbHOW Tepanuu. (YpOBEHD
J0Ka3aTeJIbHOCTH B).
KommeHnTapum: - npu mnosBieHUH cyOgeOpwinrera (WM JIMXOPAIKH) ¥y
naiueHToB Ha (Qone gedenus I['K B mepuox  kimHUKO-1abopaTOpHON
NIOJIOXKUTEJIBHOM JUHAMUKM — MCKJIIOYEHUE IPUCOECIUHEHHS COITYyTCTBYIOLIEH
uHpeknuu. HeoOXoauMO  y4HMTHIBATH AaTHNU3M  TE€UYEHUS HH(PEKIMOHHBIX

OCJIO)KHEHHH Ha JOHE UIMMYHOCYTIPECCUBHOM TE€paIuu.

IHopaskeHnue cycraBos

1. Hanuuue aptputa npu I[IM/JIM moxxeT mpucyTCTBOBaTh B Hayajne OOJIE3HH.
ApTtpuTbl  BXOAAT B coctaB cumnroMokommuiekca ACC,  xopomo
koHTposupytotes ['K u He TpeOyIoT J0NOJTHUTENBHOTO JICYEHHUS.

2. CrubarenpHble KOHTPAKTYphl, KaK TMPAaBHIO, JIOKTEBBIX, PEXE KOJIECHHBIX
CyCTaBOB, pa3BuBalTCcsI B ocTpeiii nepuon I[IM/IM u  oO0ycioBieHbI
BOCHAJIUTEIbHBIM TMOPAKEHUEM MBIIIEYHON TKAaHU, & HE HENOCPEICTBEHHBIM
MOPAKEHUEM CYCTaBOB. J[OMOJHHUTENHHOTO MEIUKAMEHTO3HOIO JICUEHHUS] He
TpebyeTcs. (ypoBeHb aokazarenabHocTh C).

KaabuuHo3 MATKUX TKaHel

1. KanpiuHo3 MATKuX TKaHeW HauOojee 4YacTo NPUCYTCTBYeT (U Oosee

arpeccuBeH) npu F0JIM
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[losiBIeHnEe MHOXXECTBEHHBIX KAJBLMHATOB, KAaK MPABWIO, COIYTCTBYET
octpomy Teuenuro [IM/JIM. KanbuumuaTel coxpaHsitoTCs Ha (POHE CHUKECHHS
aKTUBHOCTU OOJE€3HU, Jaxe TMpU JOCTHXKECHUH KIMHUKO-Ta00opaTOpHOM
pemuccun 1 Hanbosee BoipaxeHuu npu FOM.

I[Ipu KO/JM, cC uenpl0 CHHUKEHHS pHUCKAa Pa3BUTUA KaJIbLIMHO3a M €ro
pacnpocTpaHEHHOCTH NpuMeHseTcs myibc-Tepanust 'K B 1o3e 1-2 Mr/kr/cyT.
Xupypruueckoe JsedeHue Manod(pQPEeKTUBHO, TMOCKOJIbKY TOBBIIIAET PHUCK
NPUCOEUHEHUS BTOPUYHON MH(EKIUU U MOXKET CIPOBOLUPOBATH IMOSBIICHUE
HOBBIX KQJIBLIUHATOB.

B kadectBe MEAMKAMEHTO3HOM TEpanuu MNPUMEHAIOTT OuchochoHaTel
(keumudoH, docamakce, (hocaBaHC U Jp.), OJHAKO TIOJHOTO KOHTPOJISI Hal
MIPOLIECCOM T'E€TEPOTOMNYECKOr0 KalbUHOOpa30BaHMs HE IOCTUTAETCS.

JUist  jledeHuss KaJbLIMHO3a [PUMEHSETCS, TaKXe JHWHATPUEBas  COJb
ATWJIECHINAMUHOTETPAYKCYCHOU KHUCJIOTBI (Na23TA), obpazyrorei
KOMILICKCHBIE COSAMHEHHS C Pa3IMYHBIME KATHOHAMH, B T.4.C HOoHamu Ca’’ u
CHOCOOCTBYET BBIJICICHUIO UX C MOYOH.

Nmerorcss nanHble 00 3(()EKTUBHOM NPEIOTBPAILICHUH IPOTPECCUPOBAHMS
KaJbIIMHO3a TPU TMPUMEHEHHH BHYTPUBEHHOTO MMMYyHornooynuHa (BUIL) B
TE€YEHUE 2 THEH KaKIbIii MECSL] B COUETaHNN ¢ METUJINIPEIHU30JI0HOM. YPOBEHb

nokazarenbHoctu C).

TpagnunoHHble HMMYHOCYNPECCHBHbIE TMpenaparbl, NpUMeHsieMble B

Jeyenuu ITM/JIM

1.

MeroTtpekcatr mno 7,5-25 Mr/Hen BHYTpb WM BHYTPUBEHHO (IIpH
HEA0CTAaTOYHON 3((PEKTUBHOCTU WM TUIOXOH NMEPEHOCHMMOCTH IMEPOPaIbHOTO
rpueMa npernapara, 0COOEHHO B BHICOKHX J103aX).

Azatuonpun no 2—-3 mr/kr/cyt (100-200 mr/cyT)

Huknocnopun A (CangummyH) mno 2,5-5.,0 MI/KI/CyTKM ~ Ha3HA4yaroT
nanueHTaM c pesucreHTHbiMU K 'K ¢dopmamu 3aboneBanusi, B T.4. mpu
XPOHMYECKOM TEUEeHHH OOJIe3HM, CBS3aHHOM C HEaJCKBaTHO MaJou

uHunmaibHou 1o30i 'K (yposens nokazarensHoctu C).
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4. Muxodenomnara moderun (MMD). Hmerorcs nanaeie 00 >(dexTuBHOCTH
MM® npu UIIJT u pe3ucTeHTHOM KOXHOM cuHApoMme. IlpmeM HaumHAIOT C
10361 1000 mr/cyT (B 2 nmpuema), mocTeneHHo TUTpys 103y 110 2000 mr/cyT nmoa
KOHTPOJIEM TMOKa3aTreneil oO0mero u OWOXMMHUYECKOTO AaHalM30B KpPOBHU

(ypoBenb gokazarenbHocTH C).

I[Ipumeyanue. OOmME  NPUHUMIIBI  JIEYEHUS  WMMYHOCYIPECCHUBHBIMU

npenapaTamu:

® THUTPOBAHHWE MO3bI: Ha3HAYEHWE C HEOONBIIOW JO3BI U TIOCTCTICHHOE €€
MOBBIIIIEHUE T10]] KOHTPOJIEM MEPEHOCUMOCTH

® KOHTPOJb TNEPEHOCUMOCTH: OIlCHKa YPOBHsS TeMOTJIOOMHA, Yyucia
JICHKOIIMTOB, TPOMOOIIMTOB, a30Ta MOYEBHHBI, KpEaTMHWHA, aKTUBHOCTH
ACT, AJIT. Ilpr yMCHBIICHAN HHCIIA JEHKOIUTOB MeHee 2,5x10°/m w/mu
TpomMOouTOB — MeHee 100 x 10%1 ¥ TmOBBIIIEHUN koHIieHTpanuu ACT,
AJIT Oomee yweM B 3 pa3a OT BEpPXHEW TIpaHUIIBl HOPMBI, JICUCHHUE
HEO0OXOIMMO MPEKPATUTH 10 YCTPAHEHUS CUMIITOMOB TOKCUYHOCTH.

® [IpU NMPUCOCTUHCHUU HHTEPKYPPEHOTON HH(MEKIIMK, B T.4. TEPIETUICCKON —
BpEMEHHAasi 0OTMEHAa UMMYHOCYIIPECCUBHBIX MTPEMApaTOB O UCUYEC3HOBEHUS €€

MIPU3HAKOB.

5. Ilpumenenue BHyTpuBeHHOrOo UMMyHor00yuHa (BUI) 2 r/kr 1 pa3 B mecs1l B
TedyeHue 3 wmecsneB sBiugercs dddextuBHbIM MeTonoM Jeuenus [1IM/IM
(ocobenno KO/IM), pe3ucTeHTHOro K cTaHAapTHOM Tepanuu. [lonokuTenbHbINA
KJIMHUKO-1a00paTopHbii  3(PdeKkT, MOATBEP>KICHHBIH  MOP(OJIOTHYECKH,
nokazad M.C.Dalakas B 1993 r. IloreHmmanbHbIM ImOKazaHueM mis BUT
aBiseTcs Tsokenas aucdarus. HemoctarkoM sBisieTcss KpaTKOBPEMEHHOCTH
apdexra, TpeOyromas MPOBEACHUS TMOBTOPHBIX UWHEOY3MA. (YpPOBEHb

J0Ka3aTesbHOCTH B).
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[Tnazmadepe3 crmeayer MCHOJIB30BaTh TIIABHBIM 00pa3oM y OOJBHBIX C
TSOKENBIM, PE3UCTEHTHBIM K IpyruM Mmetona jedenus [IM/IM B coueranuu ¢ 'K u
LHATOTOKCUYECKUMHU MpernapaTaMu.

Hogblie HanpaBienus tepanun [IM//IM. Buosoruveckue npenaparsbi.

B Hacrosiee BpeMs aKTUBHO HU3y4aeTcsl POJb U MECTO OHMOJIOTHYECKOMN
Teparnuu B Tepanuu [IM/JIM.

1. Ilpumenenne B Tepammu [IM/JIM wuHTHOMTOpPOB (akTopa HEKpo3a
onyxoim o TNF-a (unHdaukcumaba) HE NPUHECIO KeTaeMbIX pPe3ylIbTaTOB:
MOCKOJIBKY OH HE CHOCOOEH KOHTPOJIMPOBATh aKTUBHOCTH OOJIE3HU, B TOM YHCIIE
HNI1JI, a Takxe, yBETUUUBAIOT PUCK ONIOPTYHUCTUUECKUX UH(PEKIIHA.

2. Nmerorcs naHHBIE 00 YCIEIIHOM NMPUMEHEHMH 3TaHEpLENTa B KaueCTBE
crepounacOeperatoniet Ttepanuu. JlanHelie cucrematuyeckux o0030poB PKU.
(Yposens nokazatenpHOCTH C)

3. IIpumenenue 610kaTOpPOB KO-CTUMYIAIMK T-muMporuToB (abararenta)
B coueTaHud ¢ THOCcynbpaT Hatpusd npu FOJAM c A3BEeHHO-HEKPOTUYHCKUM
BAaCKYJUTOM M IPOTPECCUPYIOIINM KaJIBIIMHO30M OKa3aJ0 IOJIOKUTEIIbHBIN
3¢dexT B BUAE HapacTaHUs MBILIEYHOW CHUJIbI, BOCCTAHOBJIEHUS LEJIOCTHOCTHU
KOXHBIM ITOKPOBOB, CHWXEHUSI INPOrPECCHUPOBAHUS KAJIBLWHO3A, YTO MO3BOJIMIIO
CHU3HUTH TojauepkuBaronryto 103y ['K. Jlanabie cuctematnyeckux o630poB PKU
(Yposens nokazatenbHocTu C)

4. Ocoboe MecTo cpeAau OMOJIOTMYECKHX MpernapaTroB, HA CETOIHSITHUN
neHb, npumensieMbix npu [IM/JIM, 3anumaeT ucnoJsib30BaHUE aHTH B-kieTouyHoit
Tepanuu. HakorieH nojI0)KUTeNbHbBIN OMBIT 10 pUMEHEHUI0 putykcumada (PTM)
y TAlUHUEHTOB C TSKEIbIM MblIeuyHbIM mopakeHueM u npu ACC ¢ CDA,
pesucteHTHbIX K 'K m npumeHsemonl paHee TpaJWLMOHHOW LUTOCTATUYECKOU

Tepanuu (YpoBeHb JI0Ka3zaTesbHOCTH B).

KommenTapuu: - IlpakTMueckn BCe AaBTOpPbl ONUCHIBAKOT  BBICOKYIO

sddextuBHocts PTM nipu [IM/IM. Tak, Ha done Tepanuu PTM (B coueTanuu c
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I'K) HAOJIFIOIaeTCs  TIOJIOKUTENbHAS — KIMHUKO-Ta00opaTopHasi —JIMHAMHKA
(YMEHBIIEHHE BBIPAXKEHHOCTU KOKHOTO CUHAPOMA, HAPACTAHUE MBIIIIEYHOU CHUJIbI).
e B cnyuae nmpumenenus PTM npu ACC ¢ CDA, nosutuBHbid 3ddexT
HaOmonancsa 6osnee, yeMm y 70% OOJIbHBIX B BHUJI€ YBEIMYEHHS MOKa3aTesei
¢GbyHKIIMM BHEIIHEro AbixaHus: yBenudeHus nokasareineit XKEJI u DLCO, a

Takke ymeHblieHus: uHuinbTpaToB o KT rpyaHoit kieTku.

e MakcumanbHblii 3QQeKT pa3BuBajicsa uepe3 12 Hemenb MOCie MepBOU
uH}y3uu U Koppenuposai co cHmkenueM CD 20 + B kietoxk.
Benenune nanuentoB IIM/JIM ¢ XpoHMYEeCKHM Te4yeHUEM 00J1€3HHU, CBA3AHHBIM
C HeaJleKBAaTHO MAJIOM MHUIMAJIbHOM 10301 'K.

1. ClOXHOCTb BEJEHUA TaKUX MAIMEHTOB OOYCIIOBJIEHA pPa3BUTHEM
MOCTBOCTAIUTENHHON (PMOPO3HON U KUPOBOUM MHBOJIIOIMU MBIIIEYHON TKaHU (TIPU
Ha3HAYEHUU HeaJleKBaTHOW MHUIMaIbHOU 1036l ['K). B aTOM ciiyuae oTcyTcTBYET
(WM  MHUHUMAaJCH) BOCHAIUTENbHBI KOMIIOHEHT (MHO3UT), SBIISIOIIMICS
cyOcTpaToM JJIsl POBEIEHUS TPOTUBOBOCTIANIUTEIbHOM Tepanuu ['K.

2. Knuamdeckn - COXpaHseTcs NPOKCHUMAalIbHAs MBIIMIeYHass Cl1aboCTs,
OJIHAKO TIOKa3aTelan akTUBHOCTU Oosie3uu (ypoBeHb K®K, nannbie u-OMI,
OuonTaTa MBIINIEUHOW TKaHU) HE CBUJIETECIBCTBYIOT B TMOJb3y TEKYIIETO
BOCIAJIUTENIBHOTO Tpoliecca.

3. IlpucyrctBue GpuOpo3HON M >KUPOBON WHBOIIOIMK MBIIICYHON TKAHU
noareepxkaaercas npu  MPT  uccnemoBaHuM  NPOKCHUMAIbHBIX — OTJIEJIOB
KOHEYHOCTEM.

4. Tlosbimuenue n03b1 ['K memecooOpa3Ho TMpu  HaTU4YUM, XOTA ObI
MUHHUMAJIbHBIX, IPU3HAKOB BOCIAJICHUS MBIIICUYHON TKaHHU.

5. XpoHudeckoe Te4YeHHE OOJE3HU, CBS3AHHOE C HEAJCKBATHO MAaJloi
uHUImanbHo jo3ou ['K  sgBigercs IOTEHUMAJIBLHBIM — ITOKAa3aHUEM  JUIA
NOAKIIOUEeHUST UMMyHocynpeccuBHo Tepanuu (Luknocnopun A, MMO,

METOTpEKCaT, a3aTUOIPHUH).

PeaOunuranmoHHbIe MEePONIPUSTHUS
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e IIpoBoasATCS B 3aBUCHMOCTH OT CTaJ1UU 3a00JIeBaHUs

e B ocrpyto ¢asy mnporuBonokazanbl JIOK wu ¢dwusmdeckue Harpyskw,
MMPOBOJIUMBIE TALIMEHTAMHU «YEPE3 CHUITY»; JOMYCKAIOTCS TOJBKO ITaCCUBH.
YIpaKHEHUS

e B craauro BBI3IOPOBICHUS - HW30METPUYECKHE, a 3aT€éM HW30TOHUYECKHUE
YIPaKHEHUS

e B xpoHnueckoii ctaguu - aHa3pOOHbIE YIIPAXKHEHUS

IMPOT'HO3. O6mast cMepTHOCTh cpeln 00JbHbIX, cTpanaronmx JIM/IIM,
IPUMEPHO B 4 pa3a MPEBBIIIAET TAKOBYIO B 0011el nomyssiiuu. [lpuurHoi cMepTH
OOBIYHO CITy’KaT OCJIO)KHEHHUSI CO CTOPOHBI JIETKUX, [TOYEK U cepAla. Y KEHIIUH U
IIPEACTABUTENE  HETPOMJHOM  pacbl  IPOTHO3, Kak NPaBWIIO, MEHee
OmaronpusiTHbIA. TeM He MeHee TMPOIEHT MATWICTHEH BBIKHUBAECMOCTH
npuOamkaeTcss K 75, M OH BbIIE Yy B3poCiblX, 4eM y jaered. CocrosiHue
OONBIIMHCTBA OalNbHBIX YJy4YIIAeTCd B Npolecce JedyeHud. MHorue u3 HUx
BO3BpAIlAlOTCSI K  CaMOCTOATEIbHOM >ku3HM. Hekoropas cimabocte B
MPOKCUMAJIbHBIX MBIIIIAX KOHEYHOCTEH, XOTS U OCTAETCs, OJHAKO OHA HE HOCHUT
MHBAIMIU3UPYIONIEro Xapakrepa. KoHeuHo, peuuauB 3a00JIeBaHUS MOXKET
BO3HUKHYTh B JII000€ BpEMsl, IIOATOMY JIEUEHUE KOPTUKOCTEPOUIAMH HE CIIETYEeT
IpeKpamarb CIUIIKOM OBICTPO, TeM 00Jiee YTO PELMIUBBI MOIAAIOTCS TEpanuu
ropazo TpyJlHee, YeM HadajibHble nposiBiieHUs: 6one3Hu. Okono 50 % GoybHBIX
BBI3ZIOPABIMBAIOT U MOTYT OOXOAMUTHCS O€3 JIeUeHUs B TEUeHHe S5 JIeT mocie
Hayana Oone3Hu; y 20% OOJbHBIX AaKTUBHOE 3a00J€BAaHUE COXPAHSETCS, UM
HeoOxoauMo mpoaonkeHue nedeHus; y 30% O00me3Hb nepexoauT B HEAKTUBHYIO
CTa/INIO, M Y HUX HAOII0IaeTCs JIUIIh OCTATOYHAS MBIIIICYHAS CIIA00CTh.

@aKkTOpbl, OTATOLIAIOIIME MPOTHO3: TIOXKWJIOM BO3pACT MALMEHTOB,
HeaJiIcKBaTHAas Tepamusi B Hayaje Ooyie3HH, TSKENOE TEYCHUE MHUO3HTA,

MAPaHEOIIAaCTUYECKUI MUO3UT, aHTUCUHTETA3HBIN CUHIPOM.

MNPO®UJTAKTUKA He pazpadoTaHa.
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CKPUHMHI e nmpoBoauTC.

V. Ilepeuens KOHMpPOIbHBIX 60NPOCOB.
1. JlaiiTe cOBpeMEHHOE ONpeeNICHNE 1ePMATOMUO3UTA U ITOJIMMHUO3UTA.
2. OxapakTepu3yiTe BO3MOXKHbBIE 3THOJIOTHYECKUE (DAaKTOPHI I€pPMATOMUO3UTA U
MOJINMHO3UTA.
[Tyt pa3BUTHS U MEXaHU3MBI IIATOTEHE3a JEPMATOMHO3UTA U IIOJTMMHUO3UTA.
HaBeaute coBpeMeHHYI0 KJIaCCU(PUKAIIMIO JePMAaTOMHO3UTA U TOJTMMHO3HTA.
Jleuenue 1epMaTOMHO3UTA U IIOJIUMHUO3UTA.

[IpoBecTn nuddepeHInanbHy0 TUarHOCTHKY.

N o g Bk~ W

[IporHo3 u npoduiiakTrka AEPMAaTOMUO3HUTA U MTOJTUMHO3UTA

VI. Obpa3zubl mecmogwix 3a0anuii

1. OCHOBHBIM JUarHOCTUYECKUM KPUTEPUEM JEPMATOMUO3HTA SABIIAECTCS:
A. yBennueHue aKTUBHOCTHU CBIBOPOTOYHBIX (dbepMeHTOB -
KpeaTHHPOoc()OKHHA3bI, allbJ0JI1a3bl, TPAHCAMUHA3;
KaJIbLIMHO3;
nucgarus;

. MUOTJIOOYJIMHYpUYECKas MOYKa,;

m o O W

ameHopesl.

2. OgHUM U3 JOMOJHMUTEIbHBIX JUArHOCTUYECKUX KPUTEPUEB JEPMaTOMHO3UTA
SIBIISIETCSI:
A. nucharus;
TIEPUKAPIUT;
HedponaTus;

. GpubpPO3 Oa3aIBbHBIX OTCIIOB JIETKUX;

m o O W

ITOBBIIICHHAA MbIIICYHAas B036y,Z[I/IMOCTB 10 JaHHBIM BHCKTpOMI/IOFpa(i)I/II/I.

3. OI[HI/IM N3 JOIIOJHHUTCIBHBIX AHMAHOCTHYCCKUX KPHUTCPUCB ACPMATOMHO3HTA

SIBIISICTCS:
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mo o w»

KaJIbIIUHO3;

TJICBPHT;

OYaroBbIi MIIOMYPYJIOHEPPHUT;

OCTE0JIN3 KOHYMKOB MaJIbIIEB;

NOopakeHWe MBI  (MPEUMYIIECTBEHHO  MPOKCHUMAJbHBIX  OT/ENIOB

KOHEYHOCTEH).

4. PeHTreHOJIOTUYSCKHE IMPU3HAKNU IIOPAKCHHA CYCTABOB IIpU ACPMATOMHUO3UTC

CIIeyIOIIHE:

A

m O O W

PCHTTEHOJIOTUICCKUE H3MEHEHHS CYCTaBOB HE XapaKTEePHBI
OCTEOJIN3;

HCTOHYCHUC CY6XOHI[p AJIBHBIX ITJTACTHHOK;,

. OCTCOCKIJICPO3;

y3YpBHIL.

5. Y 06oasHOTO ACPMATOMHO3UTOM B OMOXMMHUYECKOM aHaJIu3e KpOBH BCCraa

ITOBBIIIIACTCA:

A

mo O W

KpeatuHuH(ochokrHaza;
MOYEBHHA;

XOJIECTEpPHH;

KaJIui;

OonMpyOuH.

6. [Ipu3Haku, XapakTepHbIE JJIs1 IEPMATOMUO3UTA!

A. cynipaopOuTaibHble OTEKM UM TUIEPEMHUS KOXHM OKOJIO TIJja3, pe3Kas

MBIIIEYHAas CJI1a00CTh, BEICOKAs TEMIEPaTypa;

. «6abouka» Ha JHIle, CYNPaopOUTATbHBIE OTEKH U TUIEPEMHUS KOKH OKOJIO

rJia3, OCTEO0JIU3 HOITEBBIX (pasiaHr;

OCTEO0JIM3 HOTTEBBIX (hanaHr, AedhopMaIrs CyCTaBOB, BEICOKAsI TEMITEPATypa;
«0aboukay Ha JUIE, CYyNPAOPOUTAILHBIE OTEKH M TUIEPEMUSI KOXKHU OKOJIO
ras;

«0aboukay Ha JuIle, neopmalus CycTaBoOB, BRICOKAs TEMIIEpATypa.
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7. B neyeHnn 1epMaTtoOMMO3UTa OCHOBHOE 3HAYEHUE UMEET:

A.

m O O W

MMPCAHU30JIOH B BBICOKHUX J1034X,
IMPCAHU30JIOH B CPCOAHUX JO3aX,

AHTUPCBMATHYCCKHC ITPOTUBOBOCIIAJIMTCIIbHBIC HCCTCPONAHBIC ITPCTIAPATHI;

. mukinodocdan;

masmadepes.

8. I[I/IaI‘HOCTI/I‘{eCKOC 3HAYCHHUC ITPU ACPMATOMHUO3UTC UMCCT.

A
B.
C.
D.

E.

BBICOKAsl aKTUBHOCTH KpeaTHH(POCHOKUHASHI;
MOBBIIIICHHE YPOBHS 0CTPO(a30BBIX OEIKOB;
YMEPEHHBIN JIEUKOLUTO3;

HAJIMYUE TEMOJIMTUIECKON aHEMUH;

PEBMATOUIHBIN (PaKTop.

9. HOpa)KCHI/Ie BCK ABJCTCA OJHHUM H3 KPHUTCPHUCB IAUArHOCTHUKHM OAHOTO H3

MCPCUYNUCIICHHBIX HUKC 3a00JICBaHHI:

A

m O O W

ACPMAaTOMHO3HNTA,
peBMaTquCKOﬁ IIOJIMMHAIT N,

CUCTEMHOU CKJIEPOAECPMUH.

. OCTPOM PEBMATUUYECKOMU JINXOPATKH;

CUCTEMHOU KPACHOW BOJIYAHKH.

10. [TaTOrHOMOHUYHBIM NIPOSBIECHUEM JIEPMATOMHUO3UTA CITYKHUT:

A

m O O W

napaopOUTANBHBIA OTEK C JUJIOBOU ("'TEMTMOTPONHON") SPUTEMOI BEPHETO
Beka W cuHApoMoM [oTTpoHa (dpUTEMON HaJ TMSACTHO-(aJIaHTOBBIMU
CyCTaBaMH);

HpUTEMA Ha OTKPBITHIX YYaCTKAX KOXKHU;

ITOVMKUJIIOAEPMUSI;

. QJIOTICLIHS;

cuHpoM PeliHo.

VII. /Tumepamypa.
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