BusyanbHaa gnarHoctuka
CUCTEMHOW CKnepoaepmMmmnmn

[MogrotoBuna: Pambepaunena [ .K.
758Bb
[Mpunana: KapuHa K.K.



CREST- cunapom

 C — Calcinosis (KaJbIMHO3)

* R - Reynaund phenomenon (denomeH
PeiiHo)

* E - Esophageal dysmotility (Hapymenue
MOTOPHUKH  IMINEBO/IA)

* S — Sclerodasctyly (ckiaepogakTHINA)
* T — Telangiectasias (TeJIeaHIHIKTA3ZMH)



* Ocreosm3, yallle HOI'TEBBIX (PajlaHI, 00YCIOBICH
COCYIUCTO-TPOPHUIYCCKUMHU HAPYIICHUSIMU, HO HE
HCKJIIOYCHBI U U3MEHEHHUS B COOCTBEHHO
KOJUIAr€HOBOM MaTpHIEe KOCTU. KIIMHU4YEeCKH
IPOSBIISICTCSA B BUAC YKOPOUCHHMS U JehopMaliiu
NanablEeB PYK U HOT (AKPOOCTEOIH3).

* Ocreonopo3 — yaiie Su(pu3apHbIH.

* PeaKo MOABIIAIOTCS AEeCTPYKTUBHBIC U3MECHEHU S
B CycTaBax



PeHTrenojsornueckue u3MeHeHU s
OKOJOCYCTABHbIX MAT'KHX TKaHeH

* Kaabuuduxkarsl B MArkux TkaHax npu CCJ (cunapom
Tuodbep:xa-Beniccendaxa) - HanOoIee 4YaCTO BCTPEYAIOTCS B
00J1aCTH KUCTEH, HO TaK)Ke MOT'YT ObITh OOHAPY>KECHBI U B
o0JIacTH Apyrux cycTaBoB. Kanbiupukarsl MOTyT
OOHApPYKHUBAThCS B ITOJAKOKHOM KUPOBOM KJIETUYATKE,
CYCTaBHOM KarlCyje, B CYXOXKUIIUAX U CBA3KAaX. B 0CHOBHOM
OHH COCTOSIT U3 KPUCTAIJIOB THAPOKCUATIATUTA U BBITIISIAAT
Ha PEHTT€HOBCKOM CHMMKE KaK HEOOIbIIINE €JUHUYHbBIC WU
MHO>KECTBEHHBIE OKPYTJIbIC UJIW JIMHEMHOW (DOPMBI
BKJIFOUEHMS C1a00M MM YMEPEHHOM TUIOTHOCTH. MHOrIa
MOT'YT OBITH BBISIBJICHBI KPYITHBIE U MHOKECTBEHHBIC
KOHIJIOMEPAThI BBICOKOU TNIOTHOCTH, PACTIOIATAIOIIMECS B
MIEPUAPTUKYJISIPHBIX MATKUX TKaHAX. OMrCaHbl
BHYTPHUCYCTaBHbIC U BHYTPUKOCTHBIE KaJbIIU(DUKATHI.



PucyHok 8. CucrtemHas cknepogepmua. O63opHas
peHTreHorpadua KucTen B NpAMOun NpoeKLnn.
AKpooOCTeoNn3 HOorTeBblx 6yrpuctocten 1 n 2-ro
AVUCTanbHbIX cbanaHr.




PucyHok 7. CuctemHasn cknepogepmus. O63opHasn
peHTreHorpadusa Kucten B NnpamMmou npoekuun. NonHbin
OCTe0Nn3 AUCTaNbHbIX hanaHr U HENOJIHLIN OCTeoNn3

cpefHux chananr neson KUCTU. NonHbIM ocTeonns

cpeaHen n aucrtanbHon ddanaHru n HenoJHbIN
OCTeoIn3 OCHOBHOM chanaHrm 2-ro NpaBoro nanbua.
KOHTpakTypbl CyCTaBOB NpaBoOn KUCTW.
MHOXeCTBeHHble KanbunhukaTbl MArKUX TKaHewu.
BbipaXeHHbIn pacnpocTpaHEéHHbIV OCTEeonopos.






PenrTrenorpadgusa nuiueBoaa ¢ 0apuem;

e Ilpu cucTeMHON CKIIEPOAECPMHUH IIPOUCXOAUT aTPOhHs IIIagKHX
MBIIIII] TUIIEBOA, B CBSA3U C YeM OCIAOISIOTCS COKPAILCHUS
HIDKHUX JIBYX TPETEHl MUIIEBO/Ia U Pa3BUBACTCS
HECOCTOATEIbHOCTh HMPKHETO MUIICBOAHOIO c(puHKTepa. CTEHKa
MUIIEBOJAa HCTQHYACTCS U HEPEIKO IMOJABEPraeTcs
o4aroBomMy (puoposy .

 IlepBoe mposiBIICHUE MTOPAKEHUS TTUIEBOJA - AUC(hATUS , IPU
3TOM HAPYIIAETCSA NPOXOJIUMOCTh TBEPAOU HUIIIM . B IOJI0KEHUU
JexKa MOI)K: €T OBIThH HlapymeHa HpOXOI[I/II MOCTbB U XKUJIKOW MHIIH.
MHorna HaOMIOJA0TCANU3KOra U PErYPruTanus , (pUIuHON
KOTQPBIX CITYKUT KEIYIOUHO-MUIEBOAHBIN peIioke . Pedumrokc-
330(aruT , B CBOKO OUCPE/Ib, BEJIET K CTPUKTYPAM LUIIEBOJA U
yCyI'yOJIEHUIO IuCdarvu .

* [Ipu peHTreHOTOTMYECKOM UCCIICIOBAHUM C 0ApUEBOM B3BECHIO
OTMEYAIOTCs PACIIMPEHUE TTUILEBO/IA U OTCYTCTBUE MEPUCTAIIBTUKHI
B CPEHEN W HW>KHEHW TPETAX., SUSHAEC HUKHETO [UILIEBOIHOTO

c(pMHKTEpa 00y CIIOBIMBAET OCCIPENITCTBECHHBINA 3a0pOC
KCITYTOYHOTO COASPKUMOTO B MHUILEBOA. BO3MOXKHBI H3bs3BICHUE

CIM3KUCTON MUIIEBOA U CTPUKTYPA IUIIESBOIA




PenTresorpadus nuineBoaa ¢ oapuem;




[ lopakeHne nerkmx

« OnUbpo3npyroLLNA anbLBeonunT
* Indody3HbIM NTHEBMOCKNEPO3
 JlerouyHasa rmnepTeH3ns












[lopaxkeHue cepaua

KpynHoo4aroBbl KapauocKiepos C yBeNnmMyeHnem
pa3mMepoB cepaua

MHTepcTuunanbHbIn MMOKapauT
ApUtMnm
HapyLieHun cepaedyHoro putma 1 npoBoANMOCTH

CkriepogepmMnyeckme nopoku cepaua (vawle
HeoCTaTOYHOCTb MUTPASIbHOIO KnanaHa, pexe
nposiarnc MMTparnbHOro KnanaHa)

[MepukapgunT (Ha OxoKI yToniwieHne nepukapaa,
HEOOmbLLOE KONMMYEeCTBO XNOKOCTN)



