dejepaibioe rocy/apeTsennoe 610 ukeTHOC obpazoBaTe/ibHOC YUPCAICHHC BBICLICTO
obpazoBanus «Kpacnospekui roCy/1apCTBEHHBIH MEMIMHCKHH YHHBCPCHTET HMCHH
npogeccopa B.®. Boiino-fcenenxoro» Munuctepersa 3/IpaBOOX PaHCHHA Poccuitckoi
dejiepannu

KA®DEJIPA Tepanuu # nocIe/HIIOMHOTO obpazopaHus

Penensns npodeccopa, IMH kadeapur Tepanuu UIIO IN'pumenxo Exenst Ieopruesubl Ha
pedepar opAMHATOPA NEPBOro roa obyuenus CHenHaIbLHOCTH repanus Kaaamuukosoii
Kcennn Muxaiizosns no teme: «/luddysnoe 3aboaesanne COCMHUTEILHON TRAHN —

Craepoaemusi».

Peuen3us Ha pedyepar — 310 KPHTHUCCKHH OT3bIB O [POBE/ICHHON CAMOCTOATEILHOM padoTe
Op/IHHATOPA € JIHTEPATYPOii 110 BBIGPAHHOMH CIICIHATLHOCTH obyueHus, BKIIOHAIOUMHA anamm3
CTENCHH PACKPHITHA BLIGPAHHOH TEMATHKH, NIEPCUHCIICHHE BOIMOKHBIX HEJAO0UCTOR "
peKOMeHIaliH 10 ouenke. O3HAKOMHBIIHCH C pedeparom, npenojiaaresib yOEKIACTCA B TOM,
4TO OPAMHATOP BJIAJeeT ONMCAHHBIM MATEPHATIOM, YMECT Cro AHAIH3HPOBATL 1 cnocoben
apryMeHTHPOBAHHO 3aUHIATh CBOIO TOUKY 3PCHHA. Hanucanue pedepara NPOH3BOIHTCA B
MPOH3BO/IBHOM (OPME, OJIHAKO, ABTOP AO/IKCH NPHICPKHBATECA ONPECICHHEIX HerjacHbIX
TpeGoBanmii 10 cofepxkanmio. JUis GonbuIero y00CTBa, IKOHOMHH BPEMCHH H NOBbILICHHA
HArISHOCTH KayecTa paGoT, HaMu GbLIH BBE/ICHBI CTAHIaPTH3HPOBAHHBIC KPHTEPHH OLCHKH

pedeparos.

OCHOBHbIC OLIEHOYHbIC KPHTEPHH PEICH3MH Ha pedhepaT OpAMHATOPA NEPBOTO roia o0yueHHA
cniennanpHocTy Tepanus:

OueHouHBIH KPHTEPHiA 1 TlonoxuTebHBI/ J

OTpHLATEbHBIN

CTpyKTYpHPOBAHHOCTH

Haauune opdorpadpuyueckux omubox

CooTBeTcTBHE TeKeTa pedpeparta ero reme

Buiiajenne TepMHHOJIOTHEH

MoasoTa | ry0OHHA PACKPLITHS OCHOBHBIX NOHATHI TeMbI
JIorH4YHOCTH 10KA3ATEAbHOI a3bl

YMenue apryMeHTHPOBATL OCHOBHBIE 110/107KEHHS H BBIBObI
Kpyr ucno/ib30Banus H3BeCTHBIX HAYYHBIX HCTOMHHKOB
Ymenue cjenars 001uii BbIBOA
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Omnpenenenue, GakTOpbl BIUSIONINE HA IPOTHO3
Knaccudukarus

JlnarHocTuuecKkrue KpUTEpUN CUCTEMHOM CKJIEPOIEPMUM;
Knuanueckue Gopmer 60s1e3HI

Jnarnoctuka

[IpuHIHAIIBI IEYEHNS] CHCTEMHOW CKIIEPOICPMUH;
Peabunurarus 00TbHBIX

Crincok nureparypbl



1 Onpeueﬂeﬂne. (I)aKTOPLI BJIMAIOIIME HA IIPOTrHO3.

Cucremnas ckiepoaepmus (IporpeccUpyrouuii cucteMHblii ckiiepo3, M34.0) — craguiiHo
MPOTEKAroIee MOJIMOPraHHOe 3a00JIeBaHIE C XapAKTEPHBIMU Ba30CMACTUYECKHUMHU COCYAMCTHIMU
peakuusMy O TNy cuHApoma PeifHo u oOmuTepupyromeil BacKyaomaTuel ¢ UIeMHUYeCKUMHU
HapyIIEHUsIMH, TPU KOTOPOM pAa3BHBAIOTCS CIEHU(PHUECKHE ayTOMMMYHHBIE PacCTPONCTBa,
COIIPOBOKJAIOIIMECS aKTUBAIMeH (HruOpP03000pa3oBaHus U M30BITOYHBIM OTIIOKEHHUEM KOJIJIareHa
B TKaHsx. [Iporpeccupytromiee teuenue cuctemuon ckiepoaepmun (CCJl) NpuBOAUT K pa3BUTHIO
HEOOpaTUMBIX (HUOPO3HBIX W3MEHEHMI, MPUBOAIIMX K HAPYIICHWIO (DYHKIMH OPTraHOB, YTO
OTpEeNsieT BBICOKYIO HHBATUAN3AIMIO OOJBHBIX U 0OLIMH TI0X0H porHo3 Oosie3Hu. [lepBuunas
3a00J1eBaeMOCTh cocTaBisieT 2,7 — 12 ciaydaeB Ha | MITH. HaceJICHUS B TO/.

Hus pazsutusa CCJl dakTtopamu pucka SBISIFOTCS OXJIaXJICHHE, BHOpalus, BO3JEHCTBHE
XMMHMUYECKUX BELIECTB (XJIOPBUHWIOBBIE TPOM3BOAHbBIE, KPEMHHUEBAS MbLIb, TAphl OCH3MHA U JIp.),
MH(QEKINOHHBIE U ajyepruzupyromue  (QakTopsl,  HEPBHO-DHJIOKPHHHBIE  CABHIU.
Hetliporncuxuueckue nepeHanpsKeHUs: U CTpecchl — BeAYIUN (akTop, MPOBOLUPYIOMIMM Havyaio
O6onesnn wiu ee oboctpeHue. K rpymnme «yrpokaeMmbIx» JIMI[ CJ€IyeT OTHECTH JIOAeH co
CKJIOHHOCTBIO K Ba30CMAacCTHYECKUM pPEaKLMsIM, C pacrpocTpaHeHHON ouaroBoit gopmoit CCJl u
POJICTBEHHUKOB OOJIBHBIX C CUCTEMHBIMHU 3a00JIEBAHUSIMU COETMHUTEIBHON TKaHU, OCOOEHHO pU
BBISIBJICHUH KAaKUX-JTHOO KIMHUYECKUX WIIH JIA0OPATOPHBIX (4ACTO CEPOJIOTHIECKUX) CIIBUTOB.



2. Knaccupuxauus

1. CucremHas ckiepoaepmus (IPOrPEeCCUPYIONINA CUCTEMHBIN CKIIEPO3)

SR

A
B.
C.

Juddysnas ckneponepmus (dSSC)
JlumutupoBaHHas ckiepoaepmust (1SSc)
[epexpécrusrii (0verlap) cuaapom: CC+/AM u ap.

OuaroBas ckiepoaepMus

A
B.

basuieunas (morphea)
Jluneiinas (Tuna «yzaap 0omeit», remudopma)

Huddy3Hbiii 203MHOPUITBEHBIN (acIuuT
Cxueponepmus bymike
Jlokanm30BaHHBIN CUCTEMHBIN PUOPO3
NHnynupoBaHHas CKIEpOIepMuUs

A.

B.
C.

XI/IMI/ILIGCKafl, JICKaApCTBCHHAs (erMHeBaH blIb, XJIOPBUHWUII, OPraHUYCCKHC
pacTBOpUTENH, OIMOMUIIMH U Ap.)

Bubpanmonnas (accoriuupoBaHHasi ¢ BUOPaIlMOHHON 00JI€3HBIO)

Mertabonuueckasi, HaciencTBeHHas (mopdupus, (EHUIKETOHYpHUs, aMHUIIOUI03,
cunapomsl BepHepa u PormyHnia, ckiepomukceaema u ap.)

. ImmyHOnornyeckasi («aaproBaHTHasi 00JI€3Hb», XpOHUYECKasl peakiusi OTTOPKEHUS

TpaHCIIJIAHTAHTA)
[TapaneomacTiueckas WIN OMyX0JIb — aCCOLMUPOBAHHAS CKIIEPOACPMUS



3 JInarnocTu4ecKkue KpuTepuu.

1. CkueponepMuyecKkoe MOPaAKEHHE KOXKHM PaHHUN CUMITOM - NJIOTHBIH OTEK KOKH
KHCTel (M3-32 OTEYHOCTH MNajbLEB KHUCTh IUIOXO CXuMaercs B Kynak). Ilpu
IIPOrPECCUPOBAHUN PA3BUBACTCS MHAYPALNS KOXKU (YBEIUUYEHNE IUNIOTHOCTU U TOJIIIMHBI
1 YMEHBIIEHHUE AJIACTUYHOCTH), THUIEp - U AUCIUTMEHTalus, 3aTeM aTpodus. B Markux
TKaHAX MOSBJSAIOTCS KaJbUMHATBHI (KOTOpPbIE MOTYT BCKDBIBaTbCSl C  BBIJCICHUEM
TBOPOXKUCTOM Macchl U 00pa30BaHUMEM JJIMTEIBHO  HE3KHUBAIOLIUX  S3B) U
TEJIAHTUAIKTA3UHU («COCYIUCTHIE 3BE3OUKM)» - CTPYIIIUPOBAHHbBIE B ITYYOK PACILIMPEHHbIE
Kalnuuisipbl M BeHYbl). KoJIMYECTBO TeNeaHrudKTa3uil yBEIUYMBAETCS CO BPEMEHEM,
JOKAJIM3YIOTCSl OHU Ha JIMLE, pyKax, 30HE JIeKoibTe U Ap. Bokpyr pra ¢opmupyrorcs
paauanbHble CKIAAKU (CKHCET»), 3a0CTpsieTCsl KOHYMK HOCA, JIMLIO CTAaHOBUTCA
aMUMUYHbIM. THIHMYEH aKpoOCTeosn3 — pe30pOlMsl KOHIEBBIX OTJIENOB JAUCTATbHBIX
(anaHr KucTel BCIEACTBHE NIUTEIBbHON MILIEMUU; TPOSBISETCS YMEHbUIEHUEM 00beMa
MATKUX TKaHEW KOHYMKOB NaJblIeB, YKOpoueHHeM U nedopmanueil manbien. M3-3a
¢ubpo3za KOXKM U OKOJOCYCTaBHBIX TKaHEH (OPMUPYIOTCS CKJIEPOJAKTUINS H
crulaTesibHble KOHTPAaKTypbl KaK MEJKHX, TaK M KpPYHNHBIX cycTraBoB. CymiecTByer
KOppEJSIUS ~ PACHpPOCTPAaHEHHOCTH  KOKHBIX ~ M3MEHEHMM C  BBIPAXXEHHOCTBIO
BHCLIEPAJIbHBIX MTPOSBIIEHUI, CKOPOCTHIO MTPOrPECCUPOBAHNUS 3a00JIEBAHUS U IIPOTHO30M.

2. Cunmpom Peiino (90-95%) - cuMMeETpUYHBIA MAPOKCU3MANBHBINA CITa3M JUTHTATbHBIX
apTepuil M apTEepUOJ, BBI3BAHHBIM XOJIOJOM, SMOLMOHAIBHBIM CTPECCOM. OTHU30/]IbI
Ba3ocCma3Ma COIMPOBOXKIAIOTCS OHEMEHHeM, O0JIblo, OBIBAIOT ACUMMETPUYHBIMH U
HEPEAKO ACCOLUMUPYIOTCS C PELUANBUPYIOIIMMH UIIEMUYECKUMH MMOBPEXKACHUAMU KOXKHU
— IUTUTAIBHBIMHU PyOUHKAMU U SI3BOUYKAMH, CyXUMU HEKPO3aMH.

3. Tlopaxenue omopHoO-IBHUratenbHoro ammapara (mpaktudeckd B 100%): XapakTepHbl
yIOpHbIE TOJUAPTPAITHM, HEPEIKO pa3BUBAETCS IMOJUAPTPUT C  BBIPAKEHHBIM
cuHOBUTOM (B gAeOrTe Hepeako - mo Tumy PA), a Takke  TEHOCHHOBHTHL. [lpu
XPOHUYECKOM TEUEHUHU MpPeoOsIaaloT CKIEPO3UPYIONIME TEHOCUHOBHUTHI U TMOPaKEHUE
JIpYyruxX MNEpUAPTUKYISPHBIX TKaHeW.  TunuyHa HeBocHAJMTeJbHAsi (udpo3Has
MMONATHUS, MPOSBISAIONIASACA HE3HAYUTEIbHON CIab0CThI0 MPOKCHUMAIBHBIX TPYIII
MBI W HeOoJbmUM moBbiieHUEM ypoBHS K®K. Moxer BcrpewyaTbess u
BOCIAIUTEIbHAS MHOMNATHS, KOTOpas MPOSBISETCS MHAITUSAMH, [POKCHMAIbHOM
MBIIIEYHOM €1a00CThI0, 3HAUUTEIbHBIM MOBbIIeHHEM ypoBHSI KDK, BocnanuTenbHbIMU
m3menenusMu Ha OMI u B Ouomntarax. [lpum nuddysHoit dopme ckiepoaepMuu
pa3BuBaeTcst aTpodus MBI BCICACTBUE HApPYHICHUS TOJBMKHOCTH U TIOSBIICHUS

KoHTpakTyp. [lopaxkeHue Wbl (MCTUHHBIA MHO3UT — MbIIIeYHas CciIaboCTh,
MHUACTCHUYECKUH CHHIPOM), aKJIbIMHO3 MSTKHX TKaHed (cuHapom TuObpixka-
Beiicenb6axa).

4. Tlopaxenue cnusucTbixX (cyxoit cunapom lllerpena)

5. Ipu CCJl 3akOHOMEPHO MOPaKAIOTCSI OpraHbl MUIEBAPEHUs, CepILE, JETKUe U TOYKH.
I'unoronus numesBoaa Bcerpeyaercss y 75-90% OO0JIBHBIX W MPOSBISAETCS H3KOTOMH,
mucarueid. YacTo MOSBISAIOTCS 3pO3MM U A3BBI MUILEBOJA, SBISIOLINECS CIEICTBUEM
TUIMIOTOHUM HIDKHEro COHUHKTEpa MUIIEBOJAAa M racTtpold3odareanbHoro pedurokca
(I'9P). B pesynbrare JIUTENBHOTO T€YEHUS PEIIIOKCHOM 00JIE3HU MOXKET MPOUCXOAUTH
MeTaria3us SMUTEeNus MUIIeBOJAa B OJIUTENNi, HATOMUHAIOMIUI CIU3UCTYIO 000I0UKY
KeNmyaKka WM TOHKOM kumku («numeBox bapperta»). DTO COCTOSHHE CUHMTAIOT
IIPEAPAKOBBIM M IIPEAPACHONAraloIMM K pa3BUTHIO aJCHOKapLUMHOMBI IIUILEBOJA.
[lopaxkeHne TOHKOTO M TOJICTOTO KHIIEYHUKA  COMPOBOXAAETCS MOHOCAMHU HW/WIH



3anopamu. MHorzna pasBHBaeTcs CHHIPOM MajibaOCOpOLMHU, IPOSIBICHUS KOTOPOTO
YCWIMBAIOTCA  NPH HM30BITOYHOM pOCTE NaTOreHHOW (opsl KuiieyHuka Ha (oHe
3aMeUICHHs Tacca)ka MUIIEBBIX Macc. HecocToATensHOCTh CHUHKTEPOB MPSIMOM KUILIKU
nposiBiisieTcss HeAepxkanueM kana. Y 80% OONbHBIX B TIEPBBIE TOABI 00JIC3HU HAUMHACTCS
HHTepcTHIHAIbHOEe mopaxkeHue jgerkux (MILJI), kotopoe 0ObIYHO MMEET MEIJICHHO
[IPOrpEeCCUpPYIOLIee TEYEHHUE, 3BOJIOLUUOHUPYET B (PUOPO3 JIEro4yHOMl TKaHU pazHOU
CTENEHU TSDKECTH M Hapsay C IPOrpecCUpPYIOLIEl JIErOYHON apTrepHaJbHOM
runeprensueii (JIAI') onpenenser ocHoBHble npuunHbl cmeptu npu CC/. Jlerounas
TUNePTEeH3Ms — OBBILICHUE JIABJICHUS B JIESTOYHOW apTepUU BbIIIE 25 MM.PT. CT. B IOKOE
— pazBuBaercsi y 5-10% OonbHBIX W 00ycinoBiIeHa JHOO TMOPAXEHHEM apTEePHUaTHHOTO
pycia JIETKUX, JIMOO SIBJISETCSA CIEACTBUEM TSDKEJIOT0 MOPAXKEHUs MAPEHXUMBI JIETKUX
W/WM JIeBbIX OTAeNoB cepAua. [lopaxeHue modek MposBISETCS B BUAE OCTPOMl WK
xpoHuueckoir Hepponatuu. Octpas Hedpomatus (CKIepoaepMHUUYECKHN TOYeYHbI
KpHM3) - BHCLEpaJIbHOE IMPOSBIEHUE XapaKTepHOW  ans Oo0JIe3HH BacKyJlIONaTHH,
BCTpeYaeTcs pelko, y 2-5% 00IbHBIX, HO COMTPOBOXKIAETCS BHICOKOW JIETAILHOCTHIO (40-
50%). OcHOBHBIE TPOSBJICHUS OCTPOM HePpoOmaTHU — BHE3AMHOE U CTPEMHUTEIIHHOE
pa3BUTHE OCTPON MOYEUHON HENOCTATOYHOCTU M apTepHalibHasi TUIEPTEH3Us, OBICTPO
MIPUHUMAIOIIAsl 3JI0KAYeCTBEHHBIN XapakTep. s CKIepoAepMUYECKOTO MOpaKeHUs
cepaua HanboJee XapakTepHo pa3Butre GuOpPo3a ¢ BOBICYCHHEM 000UX JKETYTOYKOB H
XapaKTEePHBIM «IISATHUCTBIM» (HEKOPOHAPOTEHHBIM) pacIpelielieHneM ouaros ¢puodposa.
DTOT mWpOIEecC BO MHOTHX CIIydasX TIPOTEKaeT OECCUMITOMHO W BBISBIISETCS
WHCTPYMEHTAJIbHO (apUTMUM, MPU3HAKM MIIEMUU MHOKapjaa /10 O04YaroBO-pyOLOBBIX
m3menennii Ha OKI, cHIKeHUE COKpaTUTEIbHOM CIIOCOOHOCTH M 30HBI THIO - U
aKMHE3WH, pacmupenue noygocrei cepama mo 3XO-T'K).

Jst CCJI xapakTepHbl pa3HOOOpa3HbIe HAPYIIEeHUs] HMMYHOJIOTHYeCKOI0 rOMeocTasa,
B YaCTHOCTH, ayTOMMMYHHBbIE HapylleHusi ¢ 00pa30BaHHWEM aHTHUSAECPHBIX AHTHUTEI.
AHTUHYKJI€APHBIA (PaKTOP BBISBIISETCS MPAKTHYECKH Y BCeX 00abHBIX. CrenuuyHbIMHU
aasi CCJ cumrator antunieHTpoMepHbie (ALIA) aHTHTENa, aHTHTENA K TOMOM30MEpas3e
1 (Scl-70) u anturena k PHK mommmepase 1l CrenndudHoCcTh aHTHTONMON30MEPA3HBIX
antuten (ATA) mns CCH  cocraBiser 90% u ALA - 99%. Bce atu ayroanturena
HaIpaBJICHbl Ha pa3lInYHbIe pacTBOpUMBIEC siiepHble Oenku. Ayroanturena npu CCJ]
MOSIBJISIIOTCS. YK€ Ha JOKIMHUYECKOM JTare, J0 Pa3BepHYTON KIMHUYECKON KapTHHBI
007e3Hu, Korja y 00JIbHOTO UMEETCS TOJIBKO «M30JIMPOBAHHBINY cHHIpoM PeliHo, u 3TOT
(akT uMeeT BaKHOE AMAarHocTuyeckoe 3HadeHue. CyIIeCTBEHHO, YTO KaXKIblid O0IbHOMN
CCJ] 0o0blyHO MMeEeT TOJBKO OJMH TUI ayTOAHTUTEN, HE MEHSIOIIUICA B TMpoliecce
pazButus Oone3Hu. Kaxpoe u3 ayroaHTuTen B OTAEIHHOCTH OOHAPYXKHUBAETCS Yy
HeOonpIoN Tpymnmel OonbHBIX (1-20%) ¢ ompeneneHHOM KIMHUYECKOW KapTUHOM,
xapaktepom TteueHuss CCJl, mporHo3oM U HWMeeT 4YeTKHE T'CeHETUYECKHE acCOLUAINH,
oTpaxas cyOTun 60Je3Hu.

Tab6smna 1. Kinaccnpukanmonnbie KpUTEPHH CHCTEMHOM ckJepoaepmuu (2013)

ITapamerpbl BapuaHThBI NIpU3HAKOB bannbl
1. YuioTHeHHe M YTOJIIIEHHE KOXU 00EHX pyK 9
Bblllle MsICTHO-(anaHrosbix cycraBoB (I1DC)
2. YIJIOTHEHUE U YTOJIEHUE KOKH MAJIbIIEB e OrTek najibleB 2

e Bce manbupl gucransaee [IOC| 4
3. JlurutanbHas UIIeMus e S3BOUKHU 2

o PyOunku 3
4. TeneanrusKrazuu 2




5. KanmuisipoCKOMYECKHE U3MEHEHHUS

6. JlerouHas apTepuaibHas THIICPTCH3US W/UIU
HHTCPCTUIHAIIBHOC NOPAKCHUC JICTKUX

7.Denomen Perino 3

8. CriennuyHbIC ayTOAHTUTENA 3

(anTH-SCI-70, aHTHLIIEHTPOMEPHBIE,
k RNA-nmonumepasze 111)

[ManuenTsl, «Habuparomme» B cyMMme 9 u Gojiee 6auioB, KIacCH(PUIMPYIOTCS KaK MMEIOIINE
noctoBepuyto (definite) CCI.

4. Knunuueckue popMsbl 00/1€3HH

v

AN

Hubdysnas ¢opma. ['eHepanmn3oBaHHOE TOPAKEHHWE KOXKHK JIMIA, KOHEYHOCTEH,
TYJIOBHILA, B T€YEHUE roaa, CuHApoM PeitHo. PaHee pa3BuTre BUCLEPATbHONW MATOJIOTHH.
BrisBiienue antuten kK Tonounzomepase-l (Scl-70);

JlumutupoBanHas (opma. J[MUTENBHBIN MEpUOJ] HM30JHUPOBAHHOTO CHUHIApoMa PeifHo,
MopaKeHNe KOKU OIPaHUYCHHOT0 00JIaCThIO JIUIlA, KUCTEH, M03/1HEE pa3BUTHE JIETOYHOMN
runieptensun, nopaxenue JKKT, teneanrnoskrazmii, CREST-cunapom. Brisienue
aHTUIIeHTpoMEepHBIX AT.

Cxuieponiepmust 0e3 CKIEPOJIEPMBI - HET YIUIOTHEHUS KOXKH.

®enomeH PeliHo.

[Ipuznaku neroyHoro ¢pudpo3a, OCTPOH CKIEPOAECPMHUUECKON MMOUKH, TOPAKEHUS CepALla
u XKT.

BrisBiienue antunykineapabix anturen (Scl-70, aCA, HykiieapHbIX)




5. JlnarHocruka

B xnumHMYeckoM aHanu3e KpoBU BO3MOXKHO yckopeHue COD. B MMMyHOJIOTMYECKOM aHaIN3e
MOJKET OBITh TUIEpramMMaryioOyJIHMHEMus, CHI)KEHHE KOMIIOHEHTOB KOMIUIEMEHTA, C BBICOKOM
yactotoi BcTpeuaercss AH® B moBbiienHoM THTpe M Xapaktepuble mis CCJl ayroanturena
(arTuTena k Scl 70, anTuneHTpomepHsie anTutTena, anturena kK PHK momumepase III) - B 20-
30%. [HonoxxurenpHblil PO BecTpeuaeTcst y O0JIBHBIX C BBIPKEHHBIM CYCTaBHBIM CHHIPOMOM, IpU
couetanuu ¢ cunapomoM lllerpena miu ¢ PA.

Hnempymenmanvuvle uccnedosanus

OPI'’AHHAZ ITATOJIOI' A METOJIbI UCCJIEAOBAHMA

['unoronus numesoa Manowmerpus, pH-metpus

Pedmrokc- a30¢arut 330¢aroractTpo1yo1€HOCKOIHS

CrpukTypa nuiieBoaa Pentrenorpadus ¢ KOHTpaCcTHBIM IpenapaToM

[Inmeson bapperra buoncus MeTaIIa3upOBaHHON CIIM3UCTOU
TUIEBOAA

NHTepcTunnanbHOE NOpakKeHUe JIETKUX KowmnbrotepHas ToMorpadus rpyJHON KIETKU

Onenka yHKITUW BHEIIIHETO JIbIXaHUSI
Omnpenenenne  nudPy3moHHOM  CMOCOOHOCTH

TETKUX
bomumiernzmorpadus
Jlerounast apTepuaibHast TUIIEPTEH3US Oxokapauorpadus, KI
Karerepusanus npaBbIx OTAEJIOB cepalla
Aput™Muun OKT', cyrounoe mouuTopupoBanue IKI’
Ouarosslii (uOpo3 MUOKapaa OKT
[Tepukapaut Dxokapauorpadus
Octpas CKJIepOJepMUuYecKas Mounutopunr AJl, ypoBeHb KpeaTMHUHA |
HedpormaTus peHHHa B KpOBH, O(MTaIbMOCKOIHUS, OHOIICHS
MOYKH

CambIM aJiIeKBaTHbIM  HEWHBa3UMBHbIM  MeToAoM BbIsiBiieHUss UILI nmpu CCJ|  saBusgercs
KoMIIbloTepHast Tomorpadusi Bbicokoro paspemienus (KTBP), xoTopas mo3Bossier OLIEHUTH
BBIPAKEHHOCTh M cTaauio ¢ubdposupytomiero mnpouecca. MdbopMaTuBHBIMH, OCOOEHHO s
JUHAMHYECKOTO HaOIIOACHUSI, ABISAIOTCA (DYHKIIMOHAJIBHBIE JIETOYHBIE TECTHI: CIUPOMETPUS U
METOJ OJHOKPAaTHOTO BJOXa C 3aJCepKKOM JAbIXxaHud uid omnpeneneHus aAudQpy3noHHOM
crnocobnoctu nerkux. [Ipu UIIJI ¢yHKUIMOHANBHBIN NPOQHIb BBHISBISET PECTPUKTUBHBIN THUII
BEHTWISILIUOHHBIX HAPYILICHUH.

KoskHbIii cuer.

IIpu ompenenenun axktuBHOocTH CCJl BakHOE€ 3HAYEHHWE HMEET XapaKTePUCTHKA U
KOJIMYECTBEHHAs OIICHKA BHIPAXKCHHOCTH KapJAWHAIBHOIO MPU3HAKA 00JIC3HU — MOPAKEHUS KOXKH.
C »Toit 1enbI0 UCTIONB3YIOT KOXHBIN cueT. KoxkHble M3MEHEHUs OIEHUBAIOTCS M0 3-X OanIbHOM
CHUCTEME.

bannbHas mkana oneHKd yIIOTHEHUS KOXKH:

0 — oTcyTCcTBHE U3MEHEHUH,

1 — He3HaUMTENbHOE YIIIOTHEHUE KOKHU (KOKa JIETKO COOMpAaeTCcsl B CKIAJIKY),

2 — yMEpeHHOE YIUIOTHEHHUE KOKHU (KOXKa ¢ TPYJIOM COOUpaeTcs B CKIAIKY),

3 — BBIpQXXEHHOE YIUIOTHEHUE KOXKU ( B CKIIAJKy HE COOMpAETCsl, «I0CKOOOpa3Has»).

H3MmeHeHus OIIEeHUBAIOTCS B TPEX HEMAPHBIX 30HAX - JIUIIO, TPY/b, )KUBOT, U 7 MapHBIX 30HAX -
nanblbl PYyK, KHCTHU, Mpearvieubs, IJiedd, Oeapa, rojieHu, crombl. CymMMa BBISBICHHBIX
MoKasaresiel cocTaBlsieT OOUIMI «KOXHBII» cyeT. J[mama3oH cyera MOXKeT BapbupoBaTh OT 0



(korma HeT YIUIOTHEHWs Koxku) a0 51 Oamna (MakcuManpHas cymma OalioB  BO Bcex 17
o0nacrsx).

Buaeokannisipockonusi HOrTeBoro JioxKa

JUis HOpMalbHOM KapTUHBI XapaKTEpPHO PAaBHOMEPHOE PACIIOJIOKEHHE KaNWLISPHBIX IETEIb
BJ10J1b HOrTeBoro joxa. [Ipu CCJl BbIABISAIOT HEPABHOMEPHOE PACIOJIOKEHUE KaWIISIPOB, OHH
CTAaHOBSTCS pacCIIUPEHHBIMH, YHUCJIO HUX YMEHbILIAETCS, MOSABISAIOTCS aBAaCKYJSpPHBbIE 30HBI,
JJIEMEHTBl HEOAHTHOI€HEe3a — Merakanwusipbl. JUIs paHHEHM CTaguu W3MEHEHUH THUIIMYHO
HEOONBIIOE  YHMCIO  PACIIMPEHHBIX/TUTAHTCKUX  KalWUIIPOB, €IMHUYHBIE T'€MOpparuw,
OTHOCHUTEJIbHO XOPOLIO COXPaHEHHOE pacHpelesieHue KaluUISIpOB U OTCYTCTBHUE SIBHOTO
YMEHBIIIEHNUS IUIOTHOCTU KamwuigpoB. B mo3gHeld craguu NOSBISIETCS HEPABHOMEPHOE
paciiupeHue KanwuisipoB, (UKCHUPYETCS OTCYTCTBHE WM HE3HAUUTEIBHOE YHCIO TMTaHTCKUX
KallWUISIPOB U TeMOpparuid, BBIPAKEHHOE CHUYKEHHE IUIOTHOCTH KamWUISIPOB C OOMIMPHBIMU
aBaCKyJISIPHBIMM TOJISIMM, AE30praHM3alMsl KanWUISIPHON ceTH, KyCTOBUIHBbIE Kanmuiuiapbl. OO
AKTUBHOM CTaJuM MHKPOAHTHMONATHH CBHUJAETENbCTBYIOT T'MTAHTCKHE KalWJUIAPhI, T€MOPpAaruu,
YMEPEHHOE CHW)KEHHME IUIOTHOCTH KalWJUISIpOB, HEOOoJblIas Je30praHu3alus KanwUIsIpHON
ApPXUTEKTOHUKH, OTCYTCTBUE WM €JUHUYHBIE KYCTOBHU/IHbIE KaMIIISPbI

Onenka aktuBHoctH CCJ{
I'pamanus 1Mo CTEemeHSM AaKTUBHOCTH, B OCHOBY KOTOPOW TIOJIOKEHBI OCOOEHHOCTH
KIIMHAYECKOW CHUMMTOMATUKH M JIa0OpAaTOPHBIX TECTOB, B Halled cTpaHe ObUIa MpeIokKeHa
npod. H.I'.T'yceoit m mpumensiercs mHoro Jer. Jlemenne CCJ] mo cremeHsM aKTUBHOCTH
MPEACTABIISIETCS B OMPENCIICHHON CTENEeHW YCIOBHBIM W BO MHOTOM 3aBHCHT HE TOJBKO OT
KJIIMHUKO-JIA00PATOPHBIX MapaMeTpoOB OOJIE3HH, HO M OT OTIbITA Bpaya.

Il creneHb aKTUBHOCTH XapaKTEPU3YeTCS HATMUYUEM JTUXOPAAKH (0OOBIYHO HE CBOWCTBEHHOM
CKJIEPOJIEPMHUH) U IPYTrUX OOIIMX MPHU3HAKOB 00JIE3HH, MPeoOIaJaHueM dKCCYIaTHBHBIX, OCTPhIX
U TMOJOCTPBIX, HHTEPCTUIIUANBHBIX U COCYAUCTBHIX MPOSIBICHUN B BHJE IJIOTHOTO OTEKa KOXH,
MHOTJIa SPUTEMBI U KallWUIIPUTOB, SKCCYIaTUBHOTO MOJIMAPTPUTA, TIEBPUTA, MHTEPCTULIUATIBLHON
MMHEBMOHUM, MHOKapA03a, IYyOJEHWUTa, IOYEYHOW MaToJoruu (OcTpasi CKJIepoJiepMHUecKas
Hepomatusa) u ap. M3 mabGopaTopHbIX AaHHBIX omnpenensiorcs mnoBeimenne COD, CPb;
runeprammariiooynmuaemusi, AHO.

IIpu Il cTeneHn aKTUBHOCTH BBISBIISCTCS TEHIACHIMS K (PUOPO3HBIM U3MEHEHUSIM Pa3IndHON
JOoKanu3alMu ¢ mpeoOiajaHueM  NpoiudepaTHBHBIX  HM3MEHEHMH  (MHAypaumus  KOXH,
UHIYpPAaTUBHO-NIPOIU(EPATUBHBIN  MONMAPTPUT,  AATE3UBHBIN  IJIEBPUT, MHOKApAO3 H
KapAHOCKIIEPO3, CKIEPOAEPMUUECKH 330(arut, JyoACHHUT U JIp.), YTO COMPOBOXKIACTCI U MEHEE
BBIPAKEHHBIMU J1a00PATOPHBIMH TECTAMHU.

| cTeneHb AaKTMBHOCTH XapakTepu3yeTcs MpeoOiaaHueM B KIMHUYECKOH KapTUHE 00Je3Hu
(GYHKIIMOHATBHBIX, JUCTPOMUYECKUX W CKIEPOTHUYECKUX H3MEHEHUUN DPA3IMYHON JIOKaIu3aluu
IIPU OTCYTCTBUU CKOJIBKO-TTHOO 3HAUUTETHHBIX U3MEHEHHH B TAO0OPATOPHBIX TECTAX.

EBpormeiickoii rpymnmnoi mo HM3ydeHHIO0 cucTeMHoro ckiepo3a (European Scleroderma Study
Group - EScSG), Obun mpemiokeH CyMMapHbI MHIIEKC aKTUBHOCTH, KOTOpbIM BKiItouaeT 10
MPHU3HAKOB ¢ BecoM Kaxzaoro oT 0,5 mo 2,0 6amnos. [Ipu onpenenenun oOmieil akTHBHOCTH Oalljibl
CYMMHUPYIOT, MakCHUMalbHO BO3MOXHbIM Oamn — 10. Ilpu moxazarene akTuBHOCTH 3 Oayuia u
Oonee 3a001eBaHNE PACIICHUBAIOT KaK aKTUBHOE, MEHee 3 — KaK HEaKTHBHOE.

Tabsmuna S. ITapamerpsl 00mero naaexca akrupnocTu CCJI
ITAPAMETP BAJLJL XAPAKTEPUCTHUKA
KoxHnslii cuer >14 1 Hcnonb3yeTcss MOIU(PHUIMPOBAHHBINA KOXKHBIA cUeT
(mo Rodnan), onernBaemsIii B 6amrax ot 0 10 3 B
Kaxaoil m3 17 oOmactedl Tema. MakcuManbHas
cymma Oamios - 51
Cknepenema 0,5 VYTonmenne MArKkux TKaHel Ha Dajblax 3a
CYeT WHAYPalluU W/UIH IIIOTHOTO OTEKa
A-xoxa 2 YXyAimeHrne KOXKHBIX MPOSIBICHUN




3a MOCJIeTHUI MeCSI], CO CJIOB MalMeHTa
JIMruTanbHpe HEKPO3bI 0.5 AKTHBHBIC IUTUTAJIHHBIC SI3BBI MJIK HEKPO3BI
A-cocynbl 0.5 VYXyAlleHne COCyAUCThIX POSBICHUI
3a MOCJIeTHUI MECSI], CO CIIOB MalleHTa
ApTpUTBI 0.5 bone3HenHas npunyxjiocTh CyCTaBOB
Camxenne DLCO 0.5 DLCO <80% oT HOpMaJILHOTO YPOBHS
A-cepnue/nerkue 2 VYXynuieHne CepAeYHO-JIETOYHbIX TPOSBICHUN
3a MOCJIeTHUI MECSI], CO CIIOB MalleHTa
COD > 30 1.5 [lo metony Becteprpena
['unokommiemenTemMust 1 CHmxenue ypoBus C3- u/mwim
C4-xoMIIOHEHTa KOMIJIEMEHTA
OO0t UHJEKC MaxkcumanbHo 10 6anos
AKTHBHOCTH, OaJIBI

IIpumeuanue. A — nenpTa, yXyALIEHWE CUMITOMAaTUKU B TEYEHHE IOCIEIHET0 MecsIa,
omnenuBaemoe camum mnaruentom; DLCO — muddys3nonHas cnocoOHOCTh JIETKUX Il OKCHIA
yriepoaa, % OT JOKHOTO



6. Jleuenune

Bazoauasitatopsl : AntaroHuctsl Kanbius: Hudemunun 30-120mr / Amnomunud 5-10mr B
cytku. Ilpocranouanbl (Mnompoct, Anmnpocraann 20-40 mr B/B Ne20 2 pasa B roa). Biaokaropsl
JHAOTEJMHOBBIX peuentopoB. bo3entan. HWHruburopsr ¢docdoauscrepassl 5 THHA.
Cunnenadun. OIHOBPEMEHHO C Ba3OAMIISATATOPAMH PEKOMEHAYETCS NpUeM  Mpernaparos,
[IOAABJIAIOIIMX arperauo TPOMOOLIUTOB.

basucuas repamusi: [ Henumuuaaamun 125-500 mr B cyrku , Merorpekcar B no3ax 10-15
MT/CyT. UINTENBHBIM KypcoM — HEe MeHee 6 mec., Mukodenosara moperna (MMOD) B
TepaneBTHueckoit n1o3e 2 r/nens B Teu 12 mec, FKC mo 15-20 mr

2

[Mpu mnopaxenun nerkux: Huknodochamun (L[D) 500-700m/ m“ B coueranmnm c KC,

Azartuonpun+KC, [uknocrnopun A 3 Mr/kr/cyr
[Ipu nopakennu nouyek: Uurudutopsr AII®: Kanronpun 6,25-12,5 kaxasie 8 yacoB
[Tpu nopaxennu XXKT: Autucekperopusie npenapatsi: UIIII- Omenpason 20-40mr B cyT

[Ipn wnapymienun motopuku (aucdarus, ['OPb, paHee HachlllleHHe, OTPBIKKA, ICEBIO-
0o0CTpYKLHUSA U Jp.) Ha3HAYAIOT MPOKUHETUKH - METOKJIONpPaMHU/I, JOMIEPUIOH.

[Ipu paszBuTum cuUHIpPOMa MababCOPOIHH, OOYCIOBIEHHOTO H30BITOYHBIM OaKTepHUaTbHOM
pocToM,  TMOKa3aHO  TOBeJeHHWE  aHTUOMOTHUKOTepanuu. llpuMeHsoTcs  criexyomue
aHTHOaKTEepUaTbHBIC MperapaThl: TeTpauukianH 250 Mr 4 pasza B cyTku, gfokcurukius 0,1 2 paza
B cyTku, muHOMHIIMH 100 Mr 2 pa3a B CyTKH, aMOKCHKJIaB 875 Mr 2 pa3a B CyTKH, lieaeKCiuH
250 mr 4 pasa B cytku, runpodaokcanua 500 mr 2 pa3a B cyTtku, Hopdutokcarud 400 mr 2 pasa
B CYTKH, MeTpoHHAa301 250 mr 3 pasza B cyTku u ap. [JnurensHOCThT Kypca — 10 aHel, npu
HeZ0CcTaTOYHOM 3(h(heKTUBHOCTH KypC MPOAJieBatoT 10 3-4-X HeJelb.

[Ipu nmopakennu cycraBoB: ['uapoxmopoxud, Metorpekcar, CynbdacanazuH.

Pouib Onosorudeckux mpemnapaToB B JISYEHUH CKIEPOJICPMUU aKTUBHO U3ydaercs. J[is nedeHus
CCH upumensuiuch Omokaropel TNF-o  (uHdaukcumad, »TaHepuent), pUTYKCUMAO,
AHTUTUMOLIUTAPHBIA UMMYHOTJIOOYIIUH, UHTEPPEPOHBI (0~ U ), PEIIAKCUH, UMATUHUO, aHTHTEIa
K Tpanchopmupyomemy hakropy pocra Bl u ap. [lo manHBIM crcTemaTHYecKOro o030pa mpu
BBIP2)KCHHOM CYCTaBHOM CHHJIPOME BOCIAJIHMTEIBHOTO XapakTepa ObLIO OTMEUEHO YIIYUIICHUE
CHUMIITOMOB apTpuTa M (YHKIIMOHAIBHOTO COCTOSIHUS ITOCIIC NMPUMEHEHHS TeHHO-HHXCHEPHBIX
OMOJIOTUYECKUX MTPETapaToB.



7. Peadmiauranus

AKTHBHAsl peadWIUTalMs IOKa3aHa NalMeHTaM C XPOHUYECKMM TeueHHeM 3a0osieBaHus,
MUHUMAJIbHON CTENIEHBbIO aKTUBHOCTH (Ba3ocmacTiueckue u tpoduueckue Hapymenus, COD 1o
20 wmm/u). Ilpm aktuBHOH peabunutauuu Meponpustus BrimoyaroT JIOK, wmaccax,
¢dusnorepanuio, pediaekcoTepanuio, TpyAoTepanu, oopa3oBarenbHble MporpamMmel (YpoBeHb
nokazarenbctBa B/C). JIOK cocrouT W3 KOMILIEKca YNPaKHEHUH Il OPraHOB JIBIXaHHSA,
BHYTPEHHUX OPraHOB, KOPPEKIMH JBWKCHHS, MUMHKH JIMIA, TAMHACTUKU JJIsi KHUCTEH M CTOII,
3aHATUN Ha TpeHaxepax. PusnoTepaneBTHYECKUE METO bl JIEUEHHUS BKIIIOUYAIOT 3J1EKTpodope3 U
noHogopes C COCY/IUCTBIMH, AQHTUOKCHJAHTHBIMH, aHTU(HUOPO3HBIMU u
[IPOTUBOBOCIAJIUTENILHBIMU TIpenapataMy, napapuHoM. MecTHO Ha HauOoJiee MNOPaKEHHbIE
obmactm  (KUCTH, CTOMBI W Jp.) pEKOMeHmayeTcs wucmoib3oBath  S50—70%  pacTtBOp
mamerwicynbdokcuna {IMCO) B Buje anminKaiuii, BO3SMOXXHO €0 COUYE€TaHHE C COCYIUCTHIMU
U aHTUBOCTIAJIUTENbHBIMU Npenaparamu: Ha Kypc 10 ammumkanuii mo 30—40 MuH; npu Xopouiei
MEPEHOCUMOCTH — MOBTOPHBIE KYPChI WJIHM JUINTENIbHOE B TeueHue roja npumenenue JJMCO.
Bo3MoxHO NpuMeHeHHe 3JeKTponpouenyp — 3JeKTpodope3 uiau noHodopes ¢ Juaa3on Ha
KUCTU M CTONBI, HCIOJb30BaHUE YJIbTPa3ByKa, JIa3epHOM Tepamuu, aKylmyHKTYpel W Jp.
YMepenHasi pea0duaMTanusi TI0Ka3aHa MAalUMEHTaM C CUCTEMHOW CKJepoJepMuel mpu
MOJAOCTPOM M OOOCTPEeHMHM XpOHHUYECKOW (OpMbI, YMEPEHHON CTENEHbI0 AaKTHUBHOCTHU
(apTpanrum, apTpUTHI, aAT€3UBHBIN TUIEBpUT, Kapauockiepos, COD B mpenemax 20-35 mm/u9).
Peabunuranmonnsie Mepomnpustus cocrost w3 JIOK, Ttpynorepanuu, oOpa3oBaTeabHBIX
nporpamMm. JI®K cocTout u3 KoMIiekca ynpakHeHUN AJIs OPraHOB AbIXaHUS, MUMHKH JIMIIA,
TUMHAcCTUKH JUIsl kucTted u cton. IlaccuBHasi peabuaMTanms IoKa3aHa MalMeHTaM C OCTPbIM
TEYEHHEM CHUCTEMHOW CKJIEPOJEPMHH, BBICOKOM CTEMEHBIO AaKTUBHOCTHU (JIUXOpaJKa,
MOJIMAPTPUT, MHUO3UT, Kapauomatus, Hedpomatms, COD OGonee 35 mm/a). IIpoBomutcs
ncuxokoppekiusd u JIOK B 4aCTUYHO MOCTEIBLHOM PEXKUME.

CaHaTopHO-KYpPOpPTHOe Je4eHHe, KOTOpPOE IMOKa3aHO B OCHOBHOM OOJBHBIM C XPOHHYECKUM
teyennem CCJl, BxmodaeT peaOUIMTALIMOHHBIE Meponpusatus ¢ auddepeHInpoOBaHHBIM
UCIO0JIb30BaHUEM OallbHEeOo-, (PU3HOTEpanuy, Tpsi3esieueHus U APYTUX KypopTHbIX (hakropos. [Tpu
MIPEUMYIIIECTBEHHOM MOPHKEHUU KOXH XOpolHid 3¢ (}eKT AaroT cepoBOJOPOJHBIE U YTIEKUCIbIE
BaHHBI, [IPU NOPAKEHUN MPEUMYILIECTBEHHO OIOPHO-/IBUTaTENILHOTO arapara — paJoHOBbIC BaHHBI,
Opy  HaMM4IMU  (UOPO3HBIX KOHTPAKTyp — MejoujpoTepanus. banbHeorpsi3eneueHue OOBIYHO
coueTaeTcsi C Ha3HAYCHHOM paHee MEIMKAMEHTO3HOW Tepamued W JPYyrMH BUAAMH JICUCHHSL:
npoBoauTcs Ha Kypoptax llsturopcka, Coun, EBnatopun, CeprueBckux MUHEpPaIbHBIX BOJIaX U

Ap.
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