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CucteMHbIu cKnepos

CncTeMHbI CKNepos3 y aeTen

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].

B naToreHese nrpaeT posib AUCPEryNALMA BPOXAEHHOTO Y NPUOBPETEHHOTO UMMYHUTETA.
ATUNONOTNYECKNIA HAKTOP He yCTaHoBIEH [3].

dakTopbl pa3BuTUSA

HacnegyemocTb CC HUXe, YeM Npu SpYyrMx ayTOMMMYHHbIX 3ab0fieBaHusAX, a BKnag G¢akTopos
OKpY>KatoLLel cpefbl N aNUreHeTUYEeCKUX BANSHUI Bonee 3HauYnM.

Bo3MOXHbIe GaKTopbl OKpYXKaroLeln cpefbl: TOKCUH, XMUMUYECKOEe BELLLECTBO, BUPYChbl, 6aKkTepum
Wn apyrue HemsBecTHble MexaHuambl [3].

HeunsBeCTHbIN TpUrrep y reHeTUYecKn NpeapacnofioXeHHbIX N1L, MPOoBOLIMPYET BacKyonaTuio,
UMMYHHYH OUCPETYNALNIO U HAKOMEHNE BHEKNETOYHOrO MaTpmrKca, YTO NPUBOAUT K MOPa>KEHUHO
KOXW, MOYeK, NNErkKnx, cepgLa, XXenyao4yHo-KNWeYyHoro Tpakta ¢ dopmMmmpoBaHmem ¢pmbposa [3].

AHTUTENa

Mpwn CC onpenenstoT:

o AHTUCKNepoaepMaribHble aHTUTENA K HEFTMCTOHOBOMY XPOMOCOMHOMY 6esiky, aHTu-Scl-70, y
28-34% nauneHToB. ACCOLUNPOBaHbI C TAXENbIM MOpaxXeHnem nepudepmnyecknx cocyaos,
MHTepcTuLmanbHbiM GMBPO30M NErKNX, MopaXKeHnem noyek, BbICOKON CMepTHOCTLO [2].

o AHTULEHTPOMEpPHbIE aHTUTENa Y 7-8% NaumeHToB. [1pn AIMMUTUPOBAHHOM CUCTEMHOM
CKJ1Iep03e aCcCoLMMPYHOTCH C U30SIMPOBAHHON NErOYHOM runepTeHsnen n nopaxeHnem XKT [2].

o AHTUTena k PHK-nonnmepase | nnu lll, accounnpoBaHbl C NopaxeHnem noyek [2].

o AHTUTeNa K puboHykneonpoTenHy (PHI). XapakTepHbl /18 NepekpECTHbIX CUHOPOMOB U
cMellaHHoro 3aboneBaHnsa coeauHUTENbHOM TKaHu [2].

o AHTUHYKNeapHbIn dakTop y 81-97% naumeHToB [2].

e PeBMaTounaHbIn dakTop y 17% nauuneHToB [2].

o AHTUHYKNeapHble aHTUTena K Sm-aHTureHy, PM-Scl [2].

MposBneHus

Mopa)keHne KOXXN NPOXOAUT B HECKOJIbKO 3Tanos [2]:

1 OTékK

[TAOTHbIN OTEK KOXW, MOAKOXHO-XXUPOBOM KNeT4aTKu, MbllwL,. KoXxa nnnoBo-po3oBas,
cobupaeTcsa B YTOJLWEHHYH CKNagKy, XOTA MOXET 6bITb Anddy3Has runepnmrmeHTaums
6e3 ynaoTHeHus.
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2 UHpypauums (cknepos)

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

3 ATtpodus

Ko>ka ncToH4yaeTcs, HaunHaeT 6/1ecTeTb, CTAHOBUTCA CYXOW, LeplaBon. icyesatoT
BOJIOCbI, MOABNANOTCA TENEaHrMaKTasnn. YMeHbLUaeTCca poToBas anepTypa, popMmpyroTcs
pagunanbHble CKNaaKn BOKPYr pTa, MICTOHYaeTCs KpacHas KaMa ryb (CMMNToM «KuceTay).
[MooKOXHO-XMPOBasA KNetyaTka v MblLLbl aTPOPUPYHOTCS.

JinmntupoBaHHasa cknepoaepmusa, CREST-cuHgpom:

C R E S T

KanlbL,MHO3 6onesHb PeitHo asodarur CKnepopakTunusa TeJleaHrno3aKTasunsa

calcinosis Raynaud's phenomenon esophageal dysmotility sclerodactyly telangiectasias

MopakeHne BHYTPEHHUX OPraHOB:

MopaxxeHue XKKT: runoToHUA NueBoa 1 Xenyaka, HapyLleHne MOTOPUKM KULLEYHNKA,
rMMNOTOHUSA aHaNlbHOro COUHKTEpPa.

MaTonorus cyctaBoB: MNOSIMAPTPUT C CUHOBUTOM, B A,e6HOTE MO TUMY FOBEHUSIBHOIO
NAMoNaTUYEeCKOro apTpuTa, TEHOCMHOBUTLI [2].

MaTonorus MbilleYHOM TKaHU: MMoNaTus HeBOCNannTenbHaa GnbposHasa n BocnannTenbHas.
MaTonorus Nnérkux: NérovyHas apTepuanbHasa rMNepTeH3ns, NHTepCTULManbHOE NopaXKeHne
NErkunx, nopaxxeHue nnespol [2].

MaTonorus noyek: xpoHnyeckas HedponaTus, CKIepogepMUYECKUA MOYEYHbIN KPK3,
nwemmdeckasn HebponaTus [2].

MaTonorus ceppua: apuTMus, 3aCTONHaA ceppeyvyHas HeLOCTaTOYHOCTb, KapAnoMMonaTua u
nepukapaut [2].

MaTonorust HepBHOI CUCTEMbI: NOJIMHEBPOMNATUSA, TPUrEMUHANIbHAA CEHCOPHana HenponaTusa

[2].

Pucku OTCpO‘-IEHHOﬁ ANarHOCTUKHu

OTCpoYeHHOEe Hayaro flIeYeHUsa accoLmMMpoBaHo ¢ boree ANUTEeNbHOM akTUBHOCTLIO 3ab01eBaHNA n
©0/1ee BbICOKOWM YacToTon peunansos [7].

HASQPE3 - KpacHble pnaru - CUCTEMHbIN CKIepos 3/5



KPACHbIE ®JIATU AYTOUMMYHHbBIX 3ABONIEBAHUW Y OETEN - NAMATKA 4119 BPAYEM-UMMYHOIOIrOB HA3JPE3 -

AnarHocTtuka

Y peten CC guarHoCTUPYHOT NPU CoOYeTaHUN NPOKCUMabHOW CKNepogepMmm MUHUMYM C 2
Kputepuammn ns 20. OgHOM NPOKCUMaNbHON CKIepOAePMUM HELOCTATOYHO ANA NOCTaHOBKM
AnarHosa, NoToMy YTO YNSIOTHEHME KOXWN MOXET OTMeYaTbCA Npu 903MHOPUNLHOM dacummTe,
nporepuun, GeHUIKeTOHYPUM NN NaHCKepoTuyeckom mopoee [2].

BonbLuoit KpuTepui

pacnpocTpaHsloLLeecs Bbile NACTHO-GanaHroBbIX CycTaBoB [2].

| lMpokcumanbHas cknepoaepMus: CUMMETPUYHOE YIJIOTHEHUE KOXU,

20 manbix kputepues CC [2]:

1. Cknepogaktunus.

2. CvHgpom PeiiHo.

3. TUNMYHbIE NBMEHEHWNA COCYA0B MpU
KanunnspocKonuu.

4. QnrntanbHble A3BbI.

5. AQucoarms.

6. NacTpoasodareancHbin pedokc.
7. Aputmuna.

8. CeppeyHas Hef0CTaTOYHOCTb.

9. OCTpbIN CKIEpPOAEPMNYECKNIN KPUS.
10. Bnepsble passusLuancs Al.

11. JTIEéroyHbin ¢pmnbpos.

4/5

12. CHMxXeHune anddysnoHHoOM CNoCoOBHOCTH

nérknx meHee 80%.

13. JIéroyHas runepTeHsus.

14. Henponatus.

15. CnHOpOM 3anAcTHOro KaHana.

16. Kpenutaunsa cyxXoxunun.

17. ApTpuT.

18. MunosuT.

19. AHTHMAQEpPHbIE aHTUTeNa.

20. CneyndunyHblie gns CC ayToaHTuUTENa:
aHTULEHTPOMEpPHbIe, aHTu-Scl-70
aHTNGNBPUNASAPHbIE, aHTN-PM-Scl;
aHTUGNOPUNANHOBBIE, aHTUTeNa K PHK
nonnmepase [ n lll.

Ecnu y pebéHka ecTb ogMH 60/bLION KPUTEPUA N MUHMMYM ABa MarsblX, TO Aasblie NPoBOAAT
obcnepoBaHue, HanpaefieHHoe Ha Bepudukauumo gnarHosa [2].
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