CucremHas
cknepoaepmua

CucreMHas ckiiepogepmus - anddysHoe 3abonesaHune
COeANHUTENBHOWN TKaHW, NPOSBASOLLLEECS
nporpeccmpytolimm prubpo3omM Koxn, BHYTPEHHMX
OpraHoB, COCYANCTOW NaToI0rMen no Tuny
ob6nmMTepupytoLwero sHaapTeEpPUoOnTa C
PACrpOCTPAHEHHbIMM BA30CMaCTUYECKNMU
HapYyLLUEHNSIMM.

[lpnynHa He BbidCHeHa. [lpeanonaratoTca BUPYCHOE U
HacneacTBeHHOe npoucxoXkaeHne 3abonesaHus.

[poBouupyoLme akTopbl - OXNaXkaeHne, Bubpaumsl,
TpaBMa, KOHTAKT C HEKOTOPbIMN XUMUYECKNMMU
BELLECTBAMWN, HEMPO3HAOKPUHHbBIE HapyLLUEHUS,

anneprm3aums.



BKJTIOYAET U3MEHEHUS
obMeHa coeanHUTeNbHOM TKaHu (yBennyeHme 6MoCcnHTE3a
KonnareHa u HeoubpunnoreHesa, dnbpo3 TkaHen),
MMMYHHbIE HapYLLEHUS (CHVI)KEHVIe YPOBHS T-CynpeccopoB
Npyu HOPMasbHOM coAepXXaHun B-nmmMmdoLnToB B KPOBMY,
NosiB/IEHNE aHTUTEN K KoMnareHy, MHorAa aHTUHYK/1eapHbIX
aHTUTEN) N NOpPaXXeHne MUKPOLIMPKYISSTOPHOrO pycna
(UMTOTOKCUYECKME NIMMPOLIUTBI TOBPEXAAIOT SHAOTENNN,
YTO COMPOBOX/AETCA aAresnen 1 arperaluen TpOM60LI,VITOB
aKTMBaLMen Koarynsauum, BbICBOBoOXAeHNeM MeANATOPOB
BOCManeHusl, yBeIMYEHNEM MPOHNLIAEMOCTM COCYANUCTON
CTEHKM C NNa3MaTUUECKNM ee NpOnNUTbIBAHNEM U
OTNOXeHneM pnbpunHa, Cy>xeHMem NpocBeTa).

B passutun pmbposa 60/bliyo posib UrpakoT UNTOKUHBI U
(paKTOpbl POCTa, CEKpPETUPYyEMbIE NUMEPOLIUTaMH,
MOHOLINTaMM U Tp0M6ouMTaMM OHU BbI3bIBAIOT
rMNepnpoayKLUuo KonareHa N MakpoMOJeKYs1 OCHOBHOMO
BELLIECTBA COEANHUTENBHON TKaHW C NOCNeayoLWmUM
Pa3BUTUEM y4aCcTKOB (pmnbpo3a.



KnnHnyeckasa kaptuHa CC/

« [lopaXxeHne KoXu - OaAVH U3 BeayLUnX
NpuU3HaKoB 3abonieBaHnsl, UMEKLLINX
HanboNbLUYO AMArHOCTUYECKYO 3HAYUMOCTb.
MI3MeHeHns KOXW NMpoXoasaT CTaaMio MIOTHOIO
oTeKa, Haypauun, atpodpumn. Hanbonee
XapaKTepHas oKanmsaums - Ha nLe N KUCTAX.
[1NOTHbIN BONE3HEHHbLIM OTEK NEepBOHAYaNIbHO
NIOKaNN3yeTcsd CUMMETPUYHO B 061aCTU KNCTEW,
nasbLbl NpMobpeTaoT COCUCKOOOPa3HbIN BUA.



KnnHnyeckasa kaptuHa CC/

[py NOAOCTPOM TEYEHWUM NNOTHBIN OTEK MOXET ObITb NPEXOAALLMM,
MPU XPOHNYECKOM TEYEHUN COXPAHAETCS MHOrAA MHOTUE rofbl,
NOCTEMNEHHO NEPEXOAUT B MHAYPATUBKYLO asy.

B aTOM (ha3e KoXa CTAHOBUTCSA O4YeHb MIOTHEU. IMEHHO B hase
NHAYPALUUK MOSBNSETCS XapaKTepHasi Mackoobpa3HoCcTb nnua (muo
JINLLIEHO MUMUKK), CKITaAKU K MOPLUMHBI pa3rfaXXnBarTCs, NLO
KaXKeTCH «3aCTbIBLUMM>.

B dhase nHaypaumm MeHseTCcsa oKpacka KoXu (YepeaoBaHue
Y4aCTKOB NUrMEHTALUUM M AENUIrMEHTaLMK), OTYET/IMBO NPOSBAETCH
COCYAUCTbIN PUCYHOK KOXW, MOABASAIOTCSA MHOXECTBEHHbIE
TeNleaHrn3KTasum, NpemmyLecTBEHHO Ha nLUe 1 rpyan, MHoraa Ha
rybax, s3blke, TBEpOM Hebe.

B cTaamun aTpodum Koxa ninua Kak 6bl HaTaHyTa, MMeeT
HeecTeCcTBeHHbIN 6neck, HOC 3a0CTpSAETCS (<<I'ITVIL-II/IVI>> KJ110B), BOKPYT
pTa NOSBNSAOTCS cheToo6pa3Hb|e CKN1IAAKN, 3aTPYOHSETCH MoAHoe
OTKPpbIBaHWE pTa.



KnuHnyeckasa kaptnHa CC/L

= KOo)xa nanbLeB 1 KUCTEN pYK Pe3KOo
YNNIOTHSETCS, pa3BUBatOTCS crmbaTenbHble
KOHTPaKTYpPbl, CKINepoaaKTUInS,
aKpOCKNEepo3, 3a CHET OCTE0N3a
MPONCXOAUT YKOPOYEHNE KOHLIEBBIX
danaHr. Ype3BblHaNHO XapaKTEPHbI
Tpodnyeckne HapyLLEHNS B BUAE
obnbiceHns, nepopMaLnmn HOrTen,
N3bA3BNEHUN KOXM HA OTAENbHbIX
y4yacTKax.



KnuHuyeckaa kaptuHa CC/L

NpeobnaaatoLas noKann3aLums XapakTepHbiX 4715 CUCTEMHOW
CK/IEPOZIEPMUM MOPAXKEHUN KOXMU - JIULIO U PYKM, PEXE - HOTK,
OAHaKO MOCTEMNEHHO NAaTOMOrMYEeCcKMM NPOLIECC PaCrpOCTPaHAETCA Ha
KOXY rpyau, CniHbl (MOABMAETCA OLLYLIEHNE «KOPCETa»). BO3MOXHO
TOTa/IbHOE NOPaXXEHNE KOXW TY/I0BULLA U KOHEYHOCTEW, NPU 3TOM
Pa3BMBAETCS Kaxekcus 1 Mymudpunkaums (<<>KMBbIe MOI.I.I,M>>)

FMNepnUrMeHTaLms KOXun - XapakTepPHbIN MPU3HAK CUCTEMHOW
CK/IEPOIEPMUM, NHOTAA - 3TO NEPBbIA PaHHUA CUMNTOM 60ne3HM.
HabntonaeTcs BbipaXkeHHast CyXOCTb KOXW, TMNEPKEPATO3 NaJOHEN U
cTon.

[Mopa)keHne KoXu y MHOrmMx 60/1bHbIX COMETaeTCs C NOpPaXKEHNEM
CNIM3UCTbIX 060/104EK B BUAE XPOHNYECKOTO KOHBIOHKTUBUTA,
aTpohMYecKoro puHuTa, chapuHruTa, ctoMmatuTa. BosMoxHO
COYETaHME CUCTEMHOMU CKIIEPOAEPMUN C CMHAPOMOM LLlerpeHa.

B 3aBMCMMOCTH OT CTEMeHN PacnpoCTPAHEHHOCTU KOXKHbIX N3MEHEHWM
Pa3MyaloT JIMMUTUPOBAHHYO (NOPAXXEHNE KUCTEN U NNLA) U
Anpay3Hyro hopMy (MopaxeHne pyK, Hor, nnua, TynoBuLLA)
CUCTEMHOWN CKJIEPOAEPMUMN.



CuHAPOM Pe#HO - Hanbonee 4acTblil 1 paHHUN
NPU3HaK CUCTEMHOW CKIEpOAEPMUMN.

OH XapakTepusyeTcsa BHe3anHbIM NogBeHnem
napecresun (4yBCTBO OHEMEHMS, NOM3aHME
Mypalluek) B obnactu II-1V nanbueB KUCTEN,
CTOM, pe3KUM nx nobnegHeHneM, nanbLbl BO
BpeMﬂ NPUCTYMNa XONOoAHbIE.

[10 OKOHYAHMM NPUCTYNa MOABNAOTCA 60H,
YyBCTBO >Xapa B ManbLiax, KoXa
rmnepeMmpoBaHa.

[pn cMcTeMHOWN CKNeEpoAEpPMUMN CUHAPOM PenHo
3aXBaTbIBAET HE TOJSIbKO Manblibl PyK, CTOM, HO U
rybbl KOHYMK SA3blKa, YacTu Anua.
Ba3ocnactnyeckme peakumm Moryy Habnwoaaetcs
B JIEFKNX, CEpALE, NMOYKax.



CycTaBHbIN CUHAPOM MOXET OblITb OAHUM U3
PAHHMX MPU3HAKOB CUCTEMHOM CKIIEPOAEPMUM.

= BblaensoT Tpu ero 0CHOBHbIX BapuaHTa:

a [10/IMAPTPAITNN;

» CK/1IEPOAEPMUYECKMI MOSINAPTPUT € NpeobnaaaHnem
3KCCYyAaTUBHO-NPpONUdepaTUBHbIX NN MOPO3HO-
NHAYPATUBHbIX U3MEHEHWUN;

« riepuapTput (MHOrAA 6e36one|301‘/’|) C pa3BUTUEM
KOHTPaKTYp BC/IEICTBUE BOB/IEYEHNA B
NaToNIOrMYECKMI MPOLIECC NEPUAPTUKYIAPHBIX
TKaHen. Hepeako nopa)eHne CcycTaBoB OYeHb
HaMoMMHAET PEBMATONAHbIV apTPUT, HO B OT/IMUME OT
HEero Npu CUCTEMHOW CKiepoaepMmn npeobnaaatoT
(PnOPO3HbIE N3MEHEHNS N KOHTPAKTYpPbI U
OTCYTCTBYIOT Bblpa)X€HHble AEeCTPYKTUBHbIE
M3MEHEHWNS CYCTaBOB. BO3MOXXHO COYETAHME
CUCTEMHOMW CKNepoaepMmnn U peEBMaToOUAHOIro
apTpuTa.



« [lopa)xkeHne MbillL] NPy CUCTEMHOM
CKlepoiepMmnn MOXeT ObITb B BUAE
NHTEPCTULIMANIbHOIO MMO3UTA WX NOIMMUNO3NTA
1 nNposiBNseTcs 6019MN B MblLLILIAX, MbILLEYHOW
cnabocTblo, owyLeHNneM .CKOBaHHOCTU B
MbILLLUAX. BO3MOXHO coYeTaHne CUCTEMHOW
cKliepoaepMmn ¢ 4epMaToOMMO3NTOM U
NOJIMMNO3UTOM.

= [Mopa)xxeHmne KocTen. XapakTepeH OCTEONN3,
0ObI4YHO HOITEBLIX (PasaHr, yKopoyeHune u
nedopmaums nanbLeEB PYK U HOT.



« Kanbungukaums Msrkvx TKaHeu SBnseTcs
coctaBHOM YacTbto CREST-cuHapoMa (KanbLMHO3
+ cuHapoM PenHo + 33odarut +
CKNIEPOAAKTUNNS + TeNneaHrnaKTasum).

« Kanbumn oTknaabliBaeTcs nNpemMyLeCTBEHHO B
061acTn NanbuUEB PyK N NEPUAPTUKYISPHO B
Bnae 6enbix 04aros, MPOCBEYNBAIOLLUX CKBO3b
KoXy (cnHapom Tubbepxka-BencceHbaxa).

« OTNOXEHMS KanbLusa He BCeraa onpeaenstoTcs
BM3YyasbHO (Npu rnyboKOM OTIOXKEHUM KaNbLUS
B MATKMX TKaHSIX), B 3TOM C/lydae OHU
BbISIB/IAKOTCS NPU peHTreHorpadgumm.



« [lopaxxeHne opraHoB nuiLeBapeHus. Hanbonee
YaCTbIM U XapaKTEPHbIM CYNTAETCS NOPAXKEHUNE
nuuieBoaa (330@arnT), YTO NPosIBNSETCS
ancdarnen, Anddy3HbIM pacLUMPEHNEM
NULLIEBOAA, CYXXEHMEM €ro B HXKHEN TPETH,
ocnabneHneM nepucTanbTuka N permaHoCTbio
CTEHOK, pedtoKC-330arnTom, NHoraa
Pa3BUTMEM NENTUYECKUX 3B, CTPUKTYP.

« [lopa)xeHue KuLeYHWKa NpoaABNAETCS
[IyOEHNTOM, SHTEPUTOM (C pa3BUTUEM
CMHApPOMa Manbabcopbumn), KONUTOM (NpU 3TOM
BO3MOXXHb! Bblpa)X€HHbIe 3aropbl, SBEHUS
KMLIEYHOW HENPOXOANMOCTW).



« [lopakeHne opraHoB [bIXaHNS NPOABISAETCS
KNUHNKOW mnbpo3npyIoLLEro anbBeOINTa U
anddy3Horo nHeBModpunbposa ¢
NPENMYLLIECTBEHHOM SIOKanu3aumnen B 6a3anbHbIX
OTAENax Nerkux.

Y HEKOTOpbIX 6OMbHbLIX Pa3BMBAETCA SIErOYHas
rMnepTeH3ns BCNeACTBUE MOPAXXEHUS COCYya0B
nerkmx. Bbipa)keHHbI MHEBMOCKNEPO3 MHOIAA
COYETAETCS C pa3BUTUEM BPOHXOIKTA30B,
3MPU3EMbI NErKNX, BO3MOXHO NPUCOEANHEHNE
MHEBMOHMUN.



lNopaxeHue cepde4yHO-cocyoucmol cucmemsl.

XapaKTepHOW KNMHMYECKOW (DOPMON NopaXeHusl cepaua SBASETCs
KapAWOCK/1epO3 C YBENNYEHNEM Pa3MEPOB cepaLa, apUTMUAMU,
3NeKTpoKkapanorpadnyeckumMm Npm3Hakamm HapyLeHUn cepaedHoro
pUTMa 1 NpoBOANMOCTH, Pa3BUTMEM HEAOCTATOUHOCTH
KpOBOOOpaLLlEeHMS.

KpynHoo4aroBbIn KapAWNOCKIEPO3 MOXET MMUTUPOBaThL Ha IKI
«MHMapPKTONOoA0OHbIE N3MEHEHNS».

Pa3BuTME MHTEPCTULIMANBHOrO MUOKApAWUTa NMPUBOAMUT K MOSIB/IEHUIO
KIMHWUYECKON CUMMTOMATUKKM, (aKTUUYECKM aHaANOrMUYHOM
KapZAMOCKIepOo3y.

[lopa)keHne sHaoKapaa B 06/1aCTu KnanaHHOro annaparta npuBoanT
K 06pa3oBaHMIO CK/IepoAepMUYECcKOro Nnopoka cepaua, yaile
HeJOCTaTOYHOCTU MUTPAsIbHOrO KianaHa. Y HeKoTopbIX 60MbHbIX
(popMupyeTcst Nponanc MUTPasibHOro KianaHa. Bo3MoOXXHO pa3suTue
nepukapauTa, KIMHU4YeCcKu cabo BbIpaXKeHHOro, HO XopoLlo
ANArHOCTUPYEMOIo C MOMOLLbIO 3XOKapanorpadumn (yTosiieHue
nepukapaa, HebonbLloe KOTMYECTBO XUAKOCTN).



llopakeHuUe rnoyexk.

[py CMCTEMHOI CKepofepMMn BOBJIEYEHNE MOYEK B
NaToIOrMYEeCcKMin NPOLIECC NMPOSBASETCS B ABYX hopMax:

Octpasi Hegpporiatnsi (UCTUHHAs CKepoaepMuyecKasi noYka).
OCHOBHbIE KITMHUYECKME MPOSIBIEHUS: ONIMFrOaHYPUS, apTepuanbHas
rMNepTeH3nsl, HapacTaloLmne NPoTENHYPUSl, MUKporemMaTypus,
LMIMHAPYPUS, pETUHONATUS, 3Hue¢>anonaw|ﬂ B ocHOBe ocTpow
HedponaTumn NEXNT reHepannM30BaHHOE NMopaXkeHne apTepuorn
NOYEK W PasBUTME KOPTMKASIbHBIX HEKPO30B, YTO NMPUBOAUT K
OCTPOW NMOYEYHOWN HEAOCTAaTOYHOCTW.

XpoHn4eckas HegpponaTus - Hambonee YacTtoe NnopaXKeHMe noyek
Npy CUCTEMHOWU cknepoaepmnn. Mopdonornyecknm cybcTpaToMm
3TOr0 BUAa NATOMOMMN NoYek SBNSAETCs nopaXkeHne CocyaoB U
KNybo4KOB MOYEK, a TAKKE KaHa/bLIEB U UHTEPCTULINS.
KnnHnyeckas cMMnToMaTMKa XpOHMYECKOW CKIEpOAEPMUYECKON
HegponaThmM COOTBETCTBYET CUMIMTOMATUKE XPOHUYECKOrO
rnomepynoHedpuTa (NPOTEUHYPUSI, LNSIMHAPYPUS,
MUKPOreMaTypusl, CHUXKEHUNE Kny6oq|<osom cgmanpaumm,
apTepuanbHasa runepTeH3ug, passutue XIH).



lopa)xeHue HepeHOU cucmeMsi.

= Hawnbonee yacto HabnogaeTca nopaxeHue
nepndepnyeckon HEPBHOW CUCTEMbI B BUAE
nonnHenponaTtum (6onm B pykax n Horax, HapyLleHWe
YyBCTBUTENIbHOCTU B BUAE rmnepecrtesum
nocneayoLnM pa3BMTueM rurnecteamm AnNCTasbHOro
TUMNAa, CHUXKEHUE CYXOXXMNbHbIX pedeKkcoB).

« [lonuHenponatus npnobpeTaeT ANUTENBHOE, YNOPHOE
TeYyeHue. XapaKTePEH TakXke CTONKUN,
PELNANBUPYIOLLMN TPUTEMUHUT (BOCMANEHNE
TPOMHNYHOIO HEPBA).

« [lopaxxeHune LUIHC Habntopaetcs peako, onucaHol

SHUedannTbl, MEHUHroaLedannTbl, ULeMuyeckme
WNHCYNbTbl, KPOBOU3NNUSAHUS B MO3T.



lNopa>keHuUe 3HOOKPUHHOU cucmeMbabl.

« Haunbonee yacTto oTMeYaeTcs HapylleHne MYHKLUUK
LLMTOBUAHOM Xene3bl (rMnoTupeos, BO3MOXXEH
ayTOMMMYHHbIN TUPEOUAUT, PEAKO - TMNEPTUPEODS),
Haano4Ye4yHMKoBas HeQoCTaTOYHOCTb, CHUXEHNE
(OYHKLUMM MOSIOBbIX XeNe3, BO3MOXXHO COMETAHME
CUCTEMHOW CKIIEPOAEPMUN C CaXapHbIM AMabEeTOoM.
[lopa)keHne 3HAOKPUHHBIX Xene3 0bycnoBneHo B
NepByto ovepeab NMOpaXKEHMEM NX COCYANCTON CUCTEMBI.

« Ob6Lyme rnposiB/ieHUS. XapakTepHa 3HaUYUTENIbHAs NoTepS
MacCbl Tena, BNOTb A0 KaXekcum, 0CObeHHO
Bblpa>XeHHas rnpu 6bICTPONpPOrpeccnpyoLleM TeEYEHUM
60n1e3HM 1 NpU BbIPAXXEHHOM ee 060CTpEHUN.



BapuaHtbl TedyeHunsa CCJ

= PaznunuyaloT Tpn BapuaHTa TeYEHUS CUCTEMHOM
CKNepoJePMUN: OCTPOE, NOAOCTPOE N XPOHUUYECKOE.
BbliaeneHne BapMaHToOB TEYEHMS OCHOBAHO Ha
aKTMBHOCTU U ObICTpOTE NMpPOrpeccupoBaHns
3ab0neBaHNs, CTENEHN BbIPAXXEHHOCTU CUMMTOMOB
CUCTEMHOMU CKEepOAEPMUN U NOPAXKEHUS BHYTPEHHUX
OpraHoB.

= OcTpoe TeyeHue - BbICTPOE (Y>e B TEYEHUE roaia)
pa3BuTne AMddy3HOM CUMNTOMATUKU, HEYK/TOHHOE
NPOrpeccMpoBaHne NOPaXKEHNS BHYTPEHHUX OPraHoB,
HapacTatoLmmn nbpo3 opraHoB 1 TKaHeW, pasBuTHe
ckepoaepMnyeckon nodkm. OCTpoe TeyeHue
XapaKTepusyeTcs BblpaXXEHHbIMU U3MEHEHUAMY
NTabopaTOpHbIX MOKA3aTeNEWN, OTPAXKAOLLMX aKTUBHOCTb
BOCMNASIMTENBLHOIO NpoLecca.



« [1py nnogocrpom TeveHmn NMEEeT MecTo pa3BepHyTas
K/IMHUKA 3a60s51eBaHMs C MOpaXKeHMeM KOXXn, CyCTaBOB,
MblILLIL, BHYTPEHHUX OPraHoB Ha POHEe Hepe3KOo
BbIPa)XEHHbIX BA30OMOTOPHbIX TPOPUUYECKNX HaPYLUEHWUH,
oTMeuaeTcs ysenmdenune CO3, hpubpuHoreHa, asibgpa’- v
y-rnobynmMHoB B KpoBW, Hannume PO, aHTusaepHoro
akTopa.

« XpoHunyeckoe tedeHue (MeAneHHo nporpeccupytollee Ha
NPOTSXKEHUN psifa NET) - BblpaXKEHHbIE COCYAUCTbIE U
Tpodnyeckme HapyLleHuns (cmHapom PenHo),
YNNIOTHEHUE KOXW, NEPUAPTUKYISPHON TKaHN C
06pa3oBaHMEM KOHTPAKTYp, OCTEONIN30M, MeaSIeHHO
Pa3BUBaKOLLIMECS NMOPaXXEHUS NULLIEBOAA, JIEMKUX,
cepaua. TUNMYHbIE N3MEHEHUSI KOXXWN MOTYT HOCUTb
o4aroBblv (JIOKasbHbIWM) XapaKTep 1 A0Ar0 OCTaBaTbCH
eVHCTBEHHbIM NposiBfieHneM 6on1e3Hun. JlabopaTopHble
nokasatenu obblYHO HOpMasibHble, HO MOXET ObITb
rMnepramMmmarnobynmHemus.



HayanbHas (I) cragus cknepoaepMnn NposiBNSIETCA CUHAPOMOM
PeriHo, apTpanruen, Taxmkapamen, 4acTbiMu MHMEKLUAMM
[bIXaTENbHbIX MyTew, 396KOCTbI0. KoMmnnekcHoe neveHne B 3ToM
CTaauu NPUBOAUT K [NTUTENBHON PEMUCCUM U AaXKe Bbl3[0POB/IEHUIO.

'eHepannzoBaHHas (II) cragusi NpoTekaeT Co BCEMU paHee
NPUBEAEHHBIMW CUMITTOMAMM, XapaKTepU3YEeTCA Pa3BEPHYTOM
KapTUHOWN 60ME3HM.

TepmuHanbHas (III) cragms - ctagvs. Aaneko 3allefwnx U3MeHeHNN,
CONPOBOX/AETCA BbIPAKEHHON MOTEPEN MACChl TeNa U1
HEI0CTAaTOYHOCTbIO (PYHKLIMM OHOTO U/ HECKOJTbKUX OPraHoB.
JleuyeHune B 3TOM CTaauun He aaet addekTa.

CrerneHn akTUBHOCTH CK/1IepogepMumn: MuHnuMmarnbHas (I) cteneHs -
Ba3ocCnacTnyeckme u Tpopumyeckme Hapyuerusi, CO3 meHee 20 MM/y;
yMmepeHHas (II) creneHb - apTpanrnm, apTpuTbl, aAre3nBHbIN
nnespuT, kKapamocknepos, CO3 B npepenax 20- 35 MM/Y; BblCOKasl
(III) cTreneHb - NUxopaaka, NoNMapTpUT, MMOKapAUOCK/1EPO3,
HedponaTusa, CO3 bonee 35 MM/4. OCTPOMY TEUYEHUD CUCTEMHOM
cknepoaepmMmmn ceoncteeHHa III cT. akTMBHOCTM, MOAAGCTPOMY U
obocTpeHunto XxpoHuyeckoro - II CT., XpOHN4YeCKoMy TeyeHuio - 1 CT.
aKTUBHOCTMW.



Knaccudmkaumna CC[L

KnunHunyeckoe TeueHue

OnddysHas cknepoaepMns, XapakTepusyowasca reHepanM3oBaHHbIM NMOPaXXEHNEM KOXU
N XapaKTEPHbIMK BUCLIEPA/IbHBIMU NMOPAXXEHNSAMU (MULLIEBAPUTENBHBIA TPaKT, CepaLE,
Nerkue, no4ku).

JIMMUTpOBaHHasn ckinepoaepMmus (NOBPEXAEHNE KOXM NPENMYLLIECTBEHHO Ha KUCTSIX U
mvue) nnn CREST-CMHAPOM, Ha3BaHHbIN B COOTBETCTBUM C HavasibHbiMK BykBamm
OCHOBHBIX €ro rnposiBNEHU (1<anbuV|Ho3 cuHApoM PelHo, 330daruT, cknepoaakTunms,
TeNeaHrmaKTasun), UMeloLLeil 6onee Lo6pOKAYECTBEHHOE XPOHUYECKOE TeUeHMe.

MepeKpecTHbIA CUHAPOM WU OVerlap - coveTaHne CMCTEMHON CKNEepPOAEPMUN C

NpU3HakaMn AEPMaTOMNO3NTA, pEBMATONAHOIO apTpuUTa Ui CUCTEMHOU KpaCHOVI
BOJZT4HaAHKWN.

MpenMyLIeCTBEHHO BUCLIEpaibHble (POPMbI CUCTEMHOWN CKIIepOAEPMNN, KOrAa B
KIIMHMYECKOW KapTUHe npeobnaaatoT NopaXxeHns BHYTPEHHUX OpraHoB (cepaua, Nerkux,
MULLIEBAPUTENBHOIO TPaKTa, NMOYEK), @ UBMEHEHNS KOXKN MUHUMaNbHbIE UM OTCYTCTBYIOT.

tOBEHWIbHAsA CKIEPOAEPMUS, MPU KOTOPON NPeob/iaiaeT o4aroBoe MopaXeHne KoXu,
CTEPTbI CMHAPOM PEeNHO, HO BbIPaXKEH CYCTaBHbIM CUHAPOM C Pa3BUTMEM KOHTPAKTYp U
MHOr/Ia C aHOMaNNAMM PasBUTMA KOHEYHOCTEN. OTMEYAETCA OTHOCUTENBbHO CKy/AHas
BUCLIEpasIbHasA naTonorust ¢ npeobnagaHneM MyHKLUMOHAsbHbIX HapYyLUEHWI. TeyeHune
3ab0neBaHNs NPENMYLLIECTBEHHO XPOHMYECKOE, BO3MOXHA bnaronpusaTHas 3Bonoums y
oTAeNbHbIX 60/bHBIX (perpecc KOXXHOM 1 BUCLIEPaNbHON CUMATOMATUKN).



XapaKTep TeyeHud
OcTpoe.

[logocTpoe.
XpoHUn4yeckoe.
CreneHb aKTUMBHOCTHU
MuHuManbHas (I).
YMepeHHas (1II).
MakcumanbHas (III).
Ctaaun pa3BuTtus
Ha4danbHas.

[ eHepanM3oBaHHa4.
TepMUHanbHas



KnnHuUKo-mopaonornvyeckas Xxapakrepuctuka
NnopaKeHumn.

Koxxa n nepudepuryeckne cocyapl - «naoTHbIM OTEK», MHAYpPaLUus, aTpodus,
rMnepnurMeHTaums, TefneaHrmakTasum, CUHAPOM Pel/IHO N3bA3BNEHUS
OnopHo-ABUraTesbHbIA annaparT: apTpanrus, NoaMapTpuT (3KCCYyAaTUBHbIN
nnn dnbpo3HO-MHAYPATUBHBIN), KOHTPAKTYPbl, MOANMNO3NT, KaNbLIMHO3,
OCTEO0NN3.

Cepaue: MHTEPCTMUMANbHbIN MMOKaAPANT, KapAMOCKIEPO3, NOPOK cepaua,
nepukapanT.

Jlerkue - nHTEpPCTMLMAbHAsA NHEBMOHUSA, (DMOPO3NPYIOLLINIA aNlbBEOUT,
ABYCTOPOHHMI H6a3anbHbIN MHEBMOCKIEPO3 (KOMMNAKTHBIA NN KVICTO3HbIl/I),
NnneBpuT.

MnweBapuTenbHbIV TPaKT: 330arnT, AYOAEHUT, KONUT, CUHAPOM HapyLLUEHUS
BCaCbIBaHUA.

Moukn: octpast HedponaTusa (CKNEPOAEPMUUYECKUIN MOYEYHBIN KpU3),
XpOHMYeckasa HedponaTus.

HepBHast cucrema - TpUreMmMHUT, NOSIMHENPONATHUS.
DHAOKPUHHAA CMCTEMA - TMNOTMUPED3, HAaANMOYEUYHNKOBAs HEAOCTAaTOUYHOCTb U
ap.

Mpy Nopa)xeHuwn cepaua, NErkmnx, NOYEK, ONOpHO-ABUraTENbHOMO annapara
PEKOMEHAYETCH YKa3blBaTb UX (PYHKLMOHAIbHOE. COCTOSHME.



®,
o

IOnarHoctunyeckue npmusHakm CCA

OCHOBHbI€ MpU3HaKu

CkiepoiepMnYecKoe NnopakeHne KoXxu, Npoxoasilee nocneaoBaTesibHo CTafnn.
«MNJIOTHOrO» OTEKa, MHp,ypau,MM 7 anocbvwl C_NpenMyLIECTBEHHON NOKanM3aLmen Ha
nmue (MackoobpasHoCTb) M B 061acTu KnucTen ? CKJIEPOAAKTUINA), BO3MOXXHO TOTasIbHOE
nopa)keHne. ObbIYHO KOXHbIA CUHAPOM COYETAETCS C MUrMEHTaLMEN.

CuHapoM PeiHo.

CyCTaBHO-MbILLEYHbIN CUHAPOM C Pa3BUTMEM CTOMKMUX KOHTPAKTYpP, B OCHOBE KOTOPOrO -
pPEBMATONAHONOAOOHBIV apTpUT, NEPUAPTUKYISAPHBIE U3MEHEHUS 1 DNOPO3MPYHOLLIMIA
MWO3WT.

OcTeonns HOITEBbLIX, @ MHOIAA CPEAHMX U OCHOBHBIX (banaHr NanbLUEB pyK, PeXe - HOr,
YTO NPOSBSIETCS YKOPOUYEHNEM N AedopMaumen nasnbLes.

CunapoM Tubbepxka-BelcceHbaxa - OTIOXEHNE CONEN KanbLMS NPEUMYLLECTBEHHO B
061acTi nanbLUes pyK 1 NEPUAPTUKYNSAPHO - BOKPYT OKTEBbIX, MIEYEBbIX 1
Ta306eApeHHbIX CYCTaBOB, B NOJAKOXHOW KNeTyaTKe, MHOrAa no xoay dacumi u
CYXOXWUTUI MbILLILL.

[Mopa)xeHne nuLLeBapUTENbHOIO TpakTa (CKnepoaepMnyeckmnii 33odarut ¢ aucdarven,
AvNaTauma NULIEBOAa, ractpuTt, AyOAEHUT, HapyLIEHNe MOTOPUKMN KULLIEYHWUKA BMN/IOTb
[0 KMLLIEYHOW HENPOXOAMMOCTM, pa3BUTHE CUHAPOMa Manbabcopbuun).

[Mopa)keHne cepaua no TMny NEPBUYHOIO KPYnNHOOYaroBOro Kapanockieposa.
[opa)keHne nerknx no Tmny 6a3anbHOro NHEBMOCKNEPO3a, KMCTO3HOIro Nerkoro (Ha
pEHTreHOorpaMMe - «MefoBble COTbI»).

NCTMHHaa cknepogepMmnyeckasa novka, AMarHOCTUPYETCH KITMHUYECKU Ha OCHOBaHMA
BHE3ANMHOIo NnoBbIlLUEHNA apTEPUAJIbHOIO AaBJIEHNA U Pa3BUTUA OCTpOM NoYeYHOM
HEAOCTATO4YHOCTMU.

Hannune cneumdunyeckmx aHTuHyKneapHbiX aHTuten (aHtn-Scl-70 n aHTMUEeHTpOMEpPHbIE
aHTUTENA)

Kanunnapockonuyeckue npusHaku (Mo AaHHbIM LUMPOKOMNOMAbHON KanunspocKonum).



“

LlornosiHuTesibHble (Masibie) rpu3HaKkm

Mepudepnyeckne: rmnepnmrMeHTaLms KOXu,
TeNIeaHrnmaKTa3nmn, TponYeCKne HapyLLIEHUS, CUHAPOM
LLlerpeHa, nonnapTpanrnm, NOMMUANTAN, NOSIUMUO3UT.

BucuepanbHble: noancepo3nT (Yalle aare3anBHbIN),
XpoHNYyeckas HedponaTug, NOIMHEBPUT, TPUFEMUHUT.

Obuwue: notepst Mmaccol (bonee 10 Kr).

JlabopaTtopHsble: yBennyeHne CO3 (bonee 20 Mm/4y),
rmnepnpotenHeMus (bonee 85 r/n),
runeprammarnobynmHemus (6onee 23%,), aHTUTENa K
AHK nnn AHO, PO.

Hannuus mo6b|x TpeX OCHOBHbIX MPU3HAKOB WU OA4HOIo
N3 OCHOBHbIX, €C/I1 UM ABNISIETCA CKepoaepMmnyeckoe
nopaxeHne KOoXXW, OCTe0IN3 HOrTeBbIX hanaHr nnu
XapaKTepHoe nopa>|<eHV|e NULLEBApPUTENIbHOIO TPpaKTa, B
coyeTaHum ¢ TpeMsa 1 6onee BCromMoraTeslbHbIMY
NpU3HaKaMmn AOCTAaTOYHO AN AOCTOBEPHOr0 AMarHo3a
CMCTEMHOW cKnepoaepMum. lNpu MeHbLLIEM Yucne
CUMIMTOMOB CTaBSAT /NLLb «BEPOSITHBIN> AMATHO3.



IOnarHocrmueckue Kputepum
AMepuKaHCKOW peBMaToJIoOrM4ecKoun
accouuvauumm (1980)

«bonbllon» KpUTEPUU: CKI1IEPOAEPMMYECKOE
Nopa)keHne KoXu Tynosuila (MpoKcMMasbHas
cknepoaepmus).

«Manble» KpuTepun: cknepoaakTunus, pyoubi
Ha noAylue4ykax nanbLueB, CUMMETPUYHbIV
6a3anbHbI MTHEBMOCKEPO3.

[InarHo3 cMcTeMHon CKepoaepmMum OCTOBEPEH
Npn HaAMYMM OQHOro «BOMNbLLIOro» U ABYX
«ManbIX» KPUTEPUEB.



JTabopaTtopHble AaHHbIe npu CCL

= O6wWun aHanms KpoBK: B HEKOTOPbIX C/Ty4asX MpU3HaKku
FMNOXPOMHOW aHEMUU, NTENKOMNEHNS, HECKOJIbKO Yallie IeNKoLMTO3,
yBenndeHne CO2.

= AHaNM3 MOYM - MNOBbILEHNE SKCKPELMU OKCUMNPOSINHA, NPOTENHYPUSI.

= BrMoxumMmnyeckmm aHanms KpoBu: B 3aBUCUMOCTU OT aKTUBHOCTM
npoLecca - rmneprnpoTemHeMus, ysesimyeHne ypoBHs anbda2 u y-
rnobynunHos, punbpuHa, cepomykonaa, CPI1, rantornobuHa,
oKcunposnHa (HapylweHune metabonuamMa KonnareHa).

« WMMyHoRnormnyeckmne nccnenosaHnst kKposu: y 40-50% 605bHbIX - PO,
y 30-90% - aHTUHYKNeapHble aHTuTena, y 2-7/% - BON4YaHOYHbIE
KNETKN, XapaKTepHbl aHTUTeNa K aHAOTENNI0, aHTUHYK/IeapHble
aHTUTENa K aHTureny Scleroderma-70, CHMXeHWe Konn4vecTsa T-
MM@OLMTOB, B YaCTHOCTK T-Cynpeccopos, runep- 1
ONCUMMYHOI 106y TMHEMMUS.



UHCTpyMeHTanbHbIe uccrnenoBaHus

PeHTreHosnorn4eckoe ncaieoBaHue: y4acTku KanbunHo3a B
MOJAKOXHOW K/IETYATKE, NPENMYLLECTBEHHO KOHLIEBbLIX OT/AENOB
nanbLUEB pyK, pexe - cTorn, B 06/1aCTh NOKTEBbLIX, KOJIEHHbIX U
LApYyrux CyCTaBoB. OCTeonus B HOITEBbIX cbanaHrax nasnbLeB KUCTEN,
CTOM, ANUCTalIbHbIX OTAENAX JSIyYEBOW 1 JIOKTEBOW KOCTEN, 3aHMX
oTaenos pebep. OKOMoCyCTaBHbIN OCTEONOPO3, CyXKEHNE CyCTaBHbIX
LLenen, MHoraa eAnHUYHbIE 3PO3UKN Ha NMOBEPXHOCTU CYCTaBHOIO
Xpsillia, KOCTHble aHKW03bl. CHMXEHMe ToHyca 1 ocnabneHne
NEPUCTANbTUKMN XKENYAOYHOKMILEYHOrO TPaKTa, YTo NPUBOAMT K
paclIMpeHunto nuLieBoaa, ,EI,BeHaLI,LI,aTVII'IepCTHOM N TOLLIEN KMLLOK.
Anddy3HbIM N KNCTO3HbIM NMHEBMOCKEPO3 B 6a3asnbHbIX OTAENAX U
yBe/IndeHne pa3MepoB cepaLa.

IKTI: anddy3Hble n3MeHeHNs1 MMoKapaa, nHoraa 6510Kkaza HoOXeK
ny4yka [Mca U aTPMOBEHTPUKYNSIPHAS.

WccnepoBaHne buorrata KoXXHO-MbILLEYHOo JIocKyTa: hnbpo3Has
TpaHcopMaLmsl TKaHen, NaTonorna CcocyaoB



TeneaHrMakTasnn



[TNOTHBLIN OTEK U UHAYPALIMAKOXN KNCTEN C HapacTatoLLNM
OrpaHNYEHNEM ABMXXEHUN U PA3BUTUEM KOHTPAKTYP



CHApoM PenHo
|
/




® 0710 4. IUrutanbHblie A3BbI

= [1pn nporpeccnpoBaHnmn cmHapomMa PerMHO pa3BMBatoTCH
COCYANCTO-TPO(PUYECKME U3MEHEHUS U ULLEMUYECKME
HeKpo3bl (AnruTanbHble, BUCLIEpASibHbIE), HAYalbHas
raHrpeHa KOHeYHOCTEeMN.



$oT0 6.

KucTu naunmeHTKU, cTpagariie CUCTEMHOMN
CKnepogepMue B co4eTaHUMU C peBMaTOMAHbLIM
apTpUTOM

« overlap-cunapom (CCH +PA).



doT0 7.
KanbLUUMHO3 MATKMX TKaHEen

PeHTTeHorpamme

KanbLyHO3 MArKUX TKaHEW NMpenMyLLieCTBEHHO B 06/1aCTU nasbLEeB pyK K1
nepuapTuUKynsipHo (cMHapoM Tubbepxka-BencceHbaxa) ABNSETCa BaXKHbIM
KITMHUKO-PEHTIeHONOrMYeCcKMM NMpu3HaKoMm 3aboneBaHuns, NO3BONSIOLLINM
nHoraa anarHoctnposatb CCA Ha OCHOBaHUU AAHHbIX peHTreHorpachM



®oT1o 11. Kanunnsapockonus
HOTTEeBOro Nnoxa

$oT10 9.
F'MnoToHUA NUILEeBoOAA

= SIBNeHuns pednioKc-330armta; BO3MOXXHO
Da3BUTUE MENTUYECKUX 3B, CTPUKTYP, MPbiKM
NULLEBOAHOIrO OTBEPCTUS



doto 10.

Passuntne ondposunpytoulero anoseonuta n andpdysHoro nHesmopunodposa
(KOMNaKTHOTO, pexe Y KMCTO3HOro) C MPeVMYLLECTBEHHO NoKanmaaumei B
BasarnbHbIX OTAenax fnerkux, a Takke Hanndmem crnaevyHoro npouecca u

yTOoJiWWeHneM rnriespbobl



CREST v cuHgpom,
0003HaYarLLInN codeTaHue:

KaNbLMHO3Q,
cuHapoMa PenHo,
330daruta (nopaxeHus nuiiesoaa),
CKIepoaaKTUINN,

TefleaHrnakTasmm Kak BapmaHTt CC/L C
XPOHNYECKUM TeyeHNeM N NTMMUTUPOBAHHLIM
NopakeHNneM KOXKM.



OvarHocrnuyeckue npusHaku CCA
OcCHOBHbIE:
* CKJ1IepoAEPMUUECKOE NOPAXKEHUE KOXKU;
* CUHAPOM PelHO, AuruTasibHble A3BOYKN/pPybumnkm;
 CYCTaBHO-MbILWEYHbIX CUHAPOM (C KOHTPaKTYypaMmu);
- 0CTE0JIN3;
* Ka/IbLIMHO3;
. 6a3anbHbIN nHeBMO(pu6po3;
- KAPAWOCKJ1epPO3 C HapyLWIeHUsIMU pUTMa U NPOBOAUMOCTH;
- CKN1IepoaepMUuYecKoe rnopa)xeHme NMLLeBapuTesIbHOro TPakTa;
- OCTpan CKknepoaepMmuyeckas HecponaTus;
- HaiMume cneumndunyecknx aHTuHykneapHboix antuten (aHTH-Scl-70-
aHTutena u ALJA);
- KaNUNNApocKkonuyeckue npusHakm (NO AaHHbIM LUMPOKONOJ/IbHOMN
KanuisipoCKonum).

p,ononHuTeanble

* TMNEePNUrMeHTaLMs KOXW;
- TeJIeaHIMM3KTa3uum;
- TpopnUEeCcKne HapyLueHuUs;
- NTONMapTpanrum;
- nonuMmuanrum, NM;
* NOJZINCEPO3UT (qau.;e aAresmBHbIN);
- XpOHMUYecKas HepponaTus;
* MOZINHEBPUT, TPUFrE€MUHMNT;
- noTeps Mmaccobl Tena (é6onee 10 kr);
- yBennyenme CO3 (6onee 20 MM/u);
- runeprammarnobynmHemusn (6onee 23%);
- Hannuume anTuten K AHK i AHO;
- HAZInuMe peBMaTomaHoro cakrTopa.



