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CucteMHbIu cKnepos

CuctemHbin cknepos (CC)

CunctemMHbIn cknepos (CC) — 3aboneBaHne COeaAnHNTENbHON TKaHW, 00yCNoBIEHHOE
BacKysionatnen, GMbpo3oM KOXM 1 BHYTPEHHMX opraHoB [1]. MposenaeTcsa ynaoTHEHNEM
KOXW N MOOKOXHOM KNneT4yaTKn, GUBPO3HbIMU U AereHepaTUBHbIMU USMEHEHUAMM
CUHOBWAsIbHOM 0B0I0YKN CYCTaBOB, AUTUTANbHbIX apTEPUIA U BHYTPEHHUX OPraHoB
(MnweBopa, KMLWeYHNKa, cepaua, Nerkunx, novek) [2].

PacnpocTpaHEHHOCTb: OLLEHUTD LIAHCbl BCTPETUTb Ha NpUéme

CUCTEeMHbIN CKNepo3 BCTpeyaeTcs KpaliHe peako. Mpy 3TOM y Hero camble BbICOKME NoKasaTenn
CMEPTHOCTM cpeaun peBmMaTuyecknx 6onesHein [4].

043 0-19 nert

3aboneBaeMocTb cpean geten Ha 100 000 BO3pacTHas rpymnna ¢ camMmbiM BbICOKUM
yenoseko-neT [5] CTaHAAPTU3UPOBaHHBIM KO3DOULLMEHTOM
cMepTHoCTH [5]

dakTopbl pasBUTUSA: 3a4eM YTOUYHATb aHaMHE3 XXU3HU

HacnepyemocTtb dakTopbl oKpyXXatow,ei cpeabl [3]
HacnepyemocTb CC HUXe, YeM Npu opyrunx Bo3MOXHble GaKTOpbl: TOKCUH,
ayTOMMMYHHbIX 3aboneBaHuAX, a BKIag, XMMUYecKoe BeLecTBO, BUPYChl, bakTepumn
baKTOpOB OKpYy>KaroLLen cpebl WUNW gpyrme HeM3BeCTHbIe MEXaHU3MBI.

SMNUreHeTUYECKNX BAUAHNI BOSlee 3HaYNM.

MposBneHus: kak He nponycTuTb CC nop Mackomn apyroro sa6onesaHus

MaumeHTbl ¢ CC MOryT CHavasna nonacTb K crieymanuctam gpyroro npoduns:

e IMMUTUPOBAHHaA CKIEPOAEPMMA MOXET HAUMHATLCSA NOL MAaCKOW reMaToM, NATEH
«KOpEe-C-MONOKOM» U APYrMX LEPMATONIONMYECKMX COCTOSAHMIA, MO3TOMY TaKMX NaLNEeHTOB
CHayvana HanpaBnsAlT K AepMaTofioramMm

e NauMeHToB ¢ AnddysHONM CKepogepMmnen HanpaBnAlT K HECKOTbKUM MPOdUIbHbIM
cneuyannMcTam B 3aBUCUMOCTU OT BOBJIEYEHHbIX OpraHoB [6]
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Mopa)keHne KOXXUN NPOXOAUT B HECKOJIbKO 3Tanos [2]

1

2
3

OTéK

MNOTHBIN OTEK KOXM, MOAKOXHO->KMPOBOW KNeTyaTKy, Mbilwy,. Koxa nMnoBo-po3oBas,
cobuvpaeTcs B YTONWEHHYIO CKNafKy, XOTA MOXET 6biTb Anddy3Hasa runepnurmeHTaLms
6e3 ynaoTHeHUA.

UHpypauums (cknepos)

Koxa LMaHOTMYHO-6YpPOro LBeTa 1 yToJILLEeHa HAaCTONbKO, YTO €€ HEBO3MOXHO cobpaThb B
cKNagKy, GopMUpYOTCS crmbaTeNibHble KOHTPaKTYpbI.

ATtpodus

Ko>ka ncToH4yaeTcs, HaunHaeT 6/1ecTeTb, CTAHOBUTCA CYXON, LWeplaBon. cyesaroT
BOJIOCbI, MOSABNANOTCA TENEaHrMaKTasnn. YMeHbLUaeTCca poToBas anepTypa, popMmpyroTcs
paguanbHble CKaaKu BOKPYr pTa, UCTOHYaAETCs KpacHas KaMa ryb (CMMNTOM «KuceTay).
[MooKOXHO-XMPOBasA KNeTtyaTka v MblLLbl aTPOPUPYHOTCS.

JinmntupoBaHHas cknepogepmusa, CREST-cuHgpom

C

R E S T

KanbLNHO3 6one3Hb PeitHo asodparut CKnepopakTunusa TeJieaHrno3KTa3susd
calcinosis Raynaud's phenomenon esophageal dysmotility sclerodactyly telangiectasias

Mopa)keHne BHYTPEHHUX OpPraHoB

©
®

MopaxeHue XXKT MaTonorusa cyctaBos

FMnoToHUA nuLLesoa u MonmMapTpUT C CUHOBUTOM, B
Xenygaka, HapylleHue MOTOPUKH [e6loTe Mo TUMY FOBEHUTbHOT O
KULLIEYHMKA, TUNOTOHNSA nomnonaTUYeckoro apTpuTa,
aHanbHOro cOUHKTEpPAa. TEHOCUHOBUTHI [2].

MaTonorua Mbille4YHOW TKaHU MaTonorua nérkux

MuonaTtuna HeBocnannTenbHas J1éroyHas apTepuanbHas

®1bpo3Hasa n BocnanuTesnbHas. rmnepTeHsus,
MHTEepCTULManbHOEe NnopaeHne
NErkux, nopaxxeHue nnespbl [2].
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MaTonorus noyek

XpoHunyeckasa HepponaTus,
CKJIEPOLEPMUYECKUI MOYEYHbIN
KpW3, nemunyeckas HepponaTus

[2].

MaTonornsa HepBHOW CUCTEMDI

MonuHeBponaTus,
TpUremMuHasnbHas CeHcopHas
HenponaTusa [2].

PUCKN OTCPOYEHHON ANArHOCTUKHU

HASPE3 - 4/6

MaTonorusa ceppgua

AputMunSA, 3acTonHasa ceppeyvHas
HeoCTaTOYHOCTb,
KapauomuonaTusa n nepukapguT

[2].

OTCpoYEHHOE Hayarso leYeHnsa accoLmMmMpoBaHo € boree ANUTENbHOM aKTUBHOCTLIO 3ab0/1eBaHNA n

©onee BbICOKOWM YaCcTOTOW peunansos [7].

AwnarHocTuka: korga nopgospesatb CC

Y peten CC guarHoCTUPYHOT NPU cCoYeTaHUN NPOKCUManbHOW CKepogepMmm MUHUMYM C 2
Kputepuammn ns 20. OgHOM NPOKCUMANbHON CKIepOAePMUM HELOCTATOYHO ANA NOCTaHOBKM
AnarHosa, NoToMy YTO YNSIOTHEHME KOXWN MOXET OTMeYaTbCA Npu 903MHOPUNLHOM dacummTe,
nporepuun, GeHNIKeTOHYPUM NN NMaHCKepoTudyeckom mopoee [2].

BonbLuoit KpuTepui

pacnpocTpaHsloLLeecs Bbile NACTHO-GanaHrosbIX cycTaBoB [2].

| lMpokcumanbHas cknepoaepMus: CUMMETPUYHOE YIJIOTHEHUE KOXXU,

20 manbix kKputepues CC [2]:

1. CknepogakTmnnunsa

2. CuHgpom PeiHo

3. TUNMYHbIE NBMEHEHWNA COCYA0B MpU
Kanunnspockonmm

4. QnrntanbHble A3BbI

5. Oucoarmsa

6. NacTpoasodareanbHbi pedoKe
7. Apntmuna

8. CeppeyHas Hef[0CTaTOYHOCTb

9. OCTpbIf CKIEPOAEPMUYECKNA KPU3
10. Bnepsble passusLluancs Al
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11. JTEéroyHbin ¢pmnbpos

12. CHMxeHune anddysnoHHoOM CNoCoBHOCTH
nérkunx meHee 80%

13. JIéroyHas runepTeHsuns

14. HenponaTtus

15. CnHOpOM 3anACTHOro KaHana

16. Kpenutaumsa cyxoxununm

17. ApTput

18. Muosut

19. AHTMAQEpPHbIE aHTUTENA

20. CneyndunuHblie gns CC ayToaHTuUTENa:
AHTULLEHTPOMEpPHbIe, aHTU-Scl-70,
aHTNPNBPUNNSAPHbIE, aHTU-PM-Scl,
aHTUGNOPUNANHOBBIE, aHTUTEeNa K PHK
nonnmepase [ nlll
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Ecnny pebéHka ecTb OAUH 6OMbLUOM KPUTEPUA U MUHUMYM ABa Malbix, TO Jasblue NpoBOaAT
obcnepoBaHne, HanpaBneHHoe Ha BepuduKkaLmo guarHosa [2].
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