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OCHOBHI NOJ1I0XXEeHHA

* CMCTEMHUIN CKNIEPO3 XapPaKTEePM3YETLCA YPAXKEHHAM APiOHUX CYAWH,
iIMYHOJ1OTIYHNUMM NOPYLLUEHHAMM, @ TAKOX YLLiI/IbBHEHHAM | CTATHEHHAM
CMOJIYYHOI TKAHMHMN.

« CkJiepoZepMis € LWKIpPHNM MPOABOM CUCTEMHOIO CK1epo3y. TepMiHK

“cnctemMHnm cknepos” i “cknepoaepmia” 4acTo BXXMBAKOTb AK CMHOHIMM.

* BuainawoTtb gudysHy i obMexeHy GoOpMU CUCTEMHOIO CK1EepPO3Yy.

Enigpemionorisa

* [1OWWMPEHICTb CUCTEMHOTIO CKN1epo3y cTaHoBUTb 100-200 BMNaAKiB Ha
1 MJTH HacesieHHA.

* HanBuLL@ 3aXBOPIOBAHICTb CNOCTEPIraeTbCa y XiHoK Bikom 30-50 pokiB.

CvMmnTomMm

* CuHapoM PeliHo (amB. [5532"°%|Cunapom PeitHo Ta akpolia...] )
CMNOCTEPIraETbCA MaMXe y KOXXHOro NMaui€HTa, BiH 4YacTO Nepeaye iHWnMm
CMMMTOMAaM 3aXBOPOBAHHSA. Llen cTaH Moxe Npu3BecTy 40 YTBOPEHHSA
BMPA30K Ta pybLiB HA KiHYMKAX MasbLiB KUCTEN i cTOM.

* BWHMKAIOTb WKIipHi 3MiHW, 0C061MBO Ha 06144, KUCTAX | CTONAX.
CnoYyaTKy BUHMKAE HAbPSAK LIKipX, NOTIM MNOTOBLLEHHSA | HANPUKIHL -
atpodois (puc. [ |Diffuse scleroderma] ). Npn obMexeHin dpopmi
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3aXBOPHOBAHHSA CNOCTEPIraETbCA YpaXkeHHs WKipyn 06114y i KiHLiBOK
ANCTasbHiLLE KOJTIHHUX Ta NTiIKTbOBUX CyrnobiB, B TOM Yac SK nNpu
INPY3HOMY CUCTEMHOMY CK1€PO3i LLKipHI CUMNTOMM BifbLL NOLIMPEH;.

* MOXyYTb CNOCTEpPIraTUCA TesieaHriekTasil.
* ¥ 20-30% nauieHTiB HAABHI apTparil Ta Miarii.

s MoX/nBi cMMnNTOMM 3 6OKY LLYHKOBO-KULLKOBOIO TPaKTy, 0c06/1MBO
ancdaria, pepatokc-esodarit i CTpMKTYpU cTpaBoxoay. IHoai
CNocCTepiratoTbCa CMHAPOM Manbabcopbuii, cunbHi 3akpenu i
HETPMMAHHS Kany.

« Dibpo3 nereHb, IereHeBa rinepTeHsia
» CepueBa HeAOCTATHICTb, ApUTMIl

* Hepiako 3ycTpivyatoTbca NpoTeiHypis, NOpYyLIeHHA GYHKLUIT HUPOK i
NiABULLLEHHSA apTepiasIbHOro TUCKy. HanBa>kuMm HUPKOBMM
YCKIAAHEHHAM € CKNepoAepPMIYHMN HNPKOBUN KPW3, LLLO
XapaKTepM3YETbCA 3HAYHUM MiABULLEHHAM apTepiasibHOro TUCKY,
LUBMOKOMNPOrpecyoyo HUPKOBOK HEAOCTATHICTHO i
MiKPOAHTrioNnaTUYHO reMoTIiTUYHOK AHEMIELD.

JlocniaXXeHHA Ta AiarHOCTUKA [Exls]

* 33 nigo3pn HA CUCTEMHWUIN CKJ1IEPO3 HA eTani NepBUHHOT MeaNYHOI
AO0MNOMOry peKoMeHA0BaHi HacTynHi gocniaxeHHs: LLUOE, CPB,
3arasibHMM aHasi3 KpoBi 3 NipaxyHKOM TPOMbBOUNTIB, aHTUHYK1€apHi
AHTWUTING, KPEATWUHIH, 3arasIbHMN aHanNi3 ceui.

* TMo€eaHaHHA cMHapoMy PelnHo, HabpsaKy NasbLiB i HAABHOCTI
AHTMHYK/1€APHUX aHTUTIN1 BBAXKAETbCA "4YepBOHMM npanopuem”, Wwo
A03BOJISIE 3aNiA403PUTN PAHHIN CUCTEMHNIN CKN1E€PO3 | HANPABUTH
NaLli€eHTa Ha KOHCYNbTaLito Ao daxiBus.

* OCTaTOYHMM AiarHO3 CMCTEMHOIO CKJ1EPO3Y BCTAHOBJ/IIOETLCA Y
cneuianizoBaHin MeanyHin gonomo3si. HanBa>k msilLMMn NoAabLLIMMKU
NOCNIAXKEHHAMM € BU3HAYEHHSA cneumdiyHnX ayToOaHTUTIN (aHTUTING A0
LeHTpoMepwu i TornoizoMepasu | Tuny, To6To aHTUTING A0 Scl-70),
Bifleokaninapockonia i 6ioncis WKipyn 3a NOK3a3aHHAMM.

* LLIOE npn CMCTEMHOMY CK1€PO3i YAaCTO NOMIPHO NiABULLYETLCA, TOAI AK
piBeHb CPB B HOpMi abo He3Ha4yHo niaBuLLLEHMI. [TOKAa3HWKWN 3arajibHOro
aHani3y KpoBi 3a3BMYal B HOPMi; NerKoneHia i TpomboumToneHin
3ycTpivatoTbca HabaraTo pialle, Hixk npyn CYB. AHTMHYK/1IeapHi aHTUTING
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BNABNAIOTLCA NpUbaM3HO Y 90% nauieHTiB. MNpu ¢papbyBaHHI Aapa
333BMYaAN CNOCTEPIraeTbca NAAMUCTICTb abo nepeBaxkHe 33b6apBeHHA

anepeLb.

* AHTULEHTPOMEPHI aHTUTINIA 3yCTPiYaOTLCA NPpU 0bMexeHin popmi
3axXBOplOBaHHA (3acTapina Ha3Ba - CREST-cMHApPOM, TOOTO KaJIbLIMHO3,
CMHAPOM PenHO, 3HNMXKEHHA MOTOPUKM CTPABOXOAY, CK1IEPOSAKTUAIS,
TeneaHriekTasii). Lia ¢opma 3axBOprOBaHHSA NOB'AI3aHa 3 PU3MKOM
NiABULLIEHOro TUCKY B JIereHeBin apTepil.

e AHTMTING A0 TOMNOI3OMepasu | Tuny, AK NpaBuJ1o, NOB'A3aHi 3 AMdy3HO
$dopMoto 3aXBOPIOBAHHSA i MiBULLLEEHMM PU3NKOM Pibpo3y slereHnb.

* Bigeokaninapockonia € BaXXJIMBUM MeTOA0M A1 AndepeHuinHoi
AiarHOCTUKN NEPBUHHOTIO | BTOPUHHOIO CMHAPOMY PenHo. 3MiHn B
Kaninapax HirtbOBOro J1oXa CNocTepiratnTbca y 6isbl Hixk 80%
NALIEHTIB 3 CUCTEMHMM CK/1IEPO30M | KOPEOOTb 3 TAXKICTHO
3aXBOPHOBAHHS.

* PeHTreHorpadia opraHiB rpyiHOTi NOPOXXHWUHW NO3BOJIAE OLiHUTK CTaH
NnereHb. YacTto HeobxigHMMM NoAanblWLMMN A0CNIAXKEHHAMM €
KOMM'toTepHa ToMorpadisa 3 BUCOKO pO3/iJIbHOM 3AaTHICTIO Ta
[OCNiAXKeHHA GYHKLUIT 30BHILLHbOr0 ANXaHHS.

* Ha peHTreHorpamax KMcTemn i CTon MOXXyTb BU3HAYaTUCA TUNOBI ANA
3aXBOPHOBAHHA NiALWKIPHI KaNbUMdiKATK | aKpOi3 danaHr.

* Lo CTOCYETLCA WNYHKOBO-KMLLUKOBOIO TPAKTY, HAMBAXJIMBILLNM
NOCNiAXeHHAM € e30daroracTpoyoeHocKonis.

JIIKYBAHHA [21a] BosiIAl BsilB] [osIAl Baslc) [lcl DAl [slAl

[s6sea|A] [e2aerC]

* [laUi€HTY CNig HAMAraTnUCa 3axXMLATY LWKIPY, YHMKATU XON104Y | KNHYTH
KYpPUTW.

* BnokaTtopu KanbLUIiEBMX KaHAIB € NpenapaTaMu NepLuol NiHil npu
NopyLLUEHHAX NepndepUYHOT LMPKYALIT. TAKOX MOXKHA
BMKOPUCTOBYBATM 6/10KAaTOPYM peLLenTopiB aHrioTeH3nHy (BPA),
iHribiTopn docdoniectepasun-5 abo cenekTnBHi iHribiTopn 3BOPOTHOrO
3axonaeHHs cepoToHiny (CI33C).

* [1pw BaXKKin BaCKy10NaTil NanbLUiB KUCTEN | CTON MOXYTb
BMKOPUCTOBYBATUCA AHANOMM NPOCTAUNKIIIHY.

* AHTaroHicT eHaoTeNiHOBUX peLenTopiB 603eHTaH € epeKTUBHNM B
npodiNakT1Li peunansis BUPa3okK MNasibLiiB.
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« 1na nikyBaHHA WKiIPHMX 3MiH NPV paHHbOMY ANPY3HOMY CUCTEMHOMY
CK/1ep03i MOXHA PO3MAHYTN MOXKJ/IMBICTb MPU3HAYE€HHSI METOTPEKCATY.

* [lpenapatamu NepLloi NiHil Npy apTPariax i Mianriax € HectepoigHi
npoTu3anasbHi npenapatu (HMMN3).

* [pw apTpuTi i MiO3NTi MOXYTb BYTN NPU3HAYEHI MTIOKOKOPTUKOIAM i
MeTOTpeKCcaT 3a NoTpebu. Y nauieHTiB, aKi npunMatoTb
rNMIOKOKOPTUKOIAW, HEOBXiAHO perysiipHO KOHTPOJ1H0BATN apTepiasibHUN
TUCK | PYHKLLiIHO HUPOK.

* Mpn cumnTOMax ractpoesodareanbHoro pedsiokcy 3aCTOCOBYHOTb
iHriGiTOpN NPOTOHHOI NOMMN.

 [pwn nereHeBin popMi 3axBoptoBaHHSA B ¢a3i 3aMasIeHHA 3aCTOCOBYOTb
unknodocdamia; B NoanblLOMy MOro 3aMiHIOOTb Ha a3aTioNpuH.

* IHribiTopu aHrioTeH3NHNEepeTBOPIOOYOro pepMeHTY € NpenapaTamm
NepLUOi NiHIT ANA NiKyBaHHA rinepTeH3ii i HUPKOBOro Kpu13y.

» Bbnokatopu peuenTopiB eHAoOTeNiHY, iHTibiTopn docdopiecTtepasmi
aHaNorM NpOCTaUMKiHy MOXYTb BUKOPUCTOBYBATMCA ANA J1IKYBAHHS
nereHeBol rinepTeH3ii [isss | MiasunieHnin KPOB'AHWA TUC...] .

[MporHos

* CnpuATINBUNI, AKLLO 3aXBOPIOBAHHA 0OMeXXeHe YPaXKEHHSAM LLUKipH

« JlereHeBa rinepTeH3ia i AMxanbHa abo HMUPKOBA HEAOCTATHICTb €
dakTopamu, WO NOripLUyOTb NPOrHO3.

[NoB'A3aHi AXxepena

» KokpaHiBCbKi ornaaun [5o5:°%"|Systemic sclerosis — Rel...]
. — noB ' A3aHi . e
(6]
IHTepHeT-aXepena [for: "|Systemic sclerosis — Rel...]

» JlitepaTtypa [0e%:°"|Systemic sclerosis - Rel...]

HacTtaHOBM

* HacraHosa 00437. CHAPOM PerHO Ta aKpoOLiaHO3.

* HactaHnosa 00098. [MiABULLEHM KPOB'AHMUN TUCK Y NIereHsAX: JIereHeBa
apTepiafibHa rinepTeH3ia Ta XpoHiyHa TpoMboemMboiyHa nereHeBa
rinepTeHsis.
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306paxeHHs

¢ 3o6paxenHs 00837. Diffuse scleroderma.

ABTOpM Ta BNIaCHNKM aBTOPCbKKMX MpaBs: Raimo Suhonen

Joka3sosi ornagn Duodecim

« Jlokasoswuin ornag 00179. Anti-centromere and Anti-Scl-70 antibodies in systemic
sclerosis.
JlaTta oHoBAneHHA: 2003-03-20
PiBeHb foKa30BoOCTI: B
Pestome: Both anti-centromere antibodies and anti-Scl-70 antibodies appear to be
highly specific for systemic sclerosis, but 40% of patients with systemic sclerosis are
likely to have neither antibody present.

« [okasosuii ornag 06763. Calcium-channel blockers for Raynaud's phenomenon in
systemic sclerosis.
JaTa oHoBAeHHA: 2010-12-10
PiBeHb JoKa30BOCTI: A
Pe3tome: Nifedipine is more effective than placebo in reducing the frequency and
severity of attacks of Raynaud’'s phenomenon in systemic sclerosis.
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Jokasosuit ornag 01231. lloprost and cisaprost for Raynaud's phenomenon in
progressive systemic sclerosis.

JaTta oHoBneHHA: 2010-12-13

PiBeHb goKa3oBoOCTi: A

Pestome: Intravenous iloprost is effective for Raynaud's phenomenon in progressive
systemic sclerosis.

HokazoBuii ornsag 06807. Methotrexate in the treatment of systemic sclerosis.
Jlata oHoBneHHsA: 2011-04-06

PiBeHb goKka3oBocTi: B

Pestome: Methotrexate appears to improve skin score in early diffuse systemic
sclerosis.

Joka3osuii ornag 02802. Proton pump inhibitors, H2-receptor antagonists and
prokinetics for gastro-oesophageal reflux.

Jlata oHoBneHHsA: 2015-11-16

PiBeHb goka3zoBocTi: A

Pe3tome: Proton pump inhibitors are more effective than H2-receptor antagonists in
empirical treatment of heartburn likely to be caused by gastro-oesophageal reflux and
in endoscopy negative reflux disease.

Hokazosui ornsg 06809. Cyclophosphamide for connective tissue disease—associated
interstitial lung disease.

[aTa oHoBAneHHs: 2018-03-09

PiBeHb fokasoBocTi: C

Pestome: Cyclophosphamide in patients with connective tissue disease—associated
interstitial lung disease may provide a small improvement in lung function and in

dyspnoea compared to placebo. Mycophenolate may be as good as cyclophosphamide.

Joka3soBui ornag 06808. Angiotensin converting enzyme inhibitors in treatment of
scleroderma renal crisis.

Jata oHoBneHHA: 2011-04-06

PiseHb gokasoBocTi: C

Pe3tome: ACE inhibitors may improve survival in scleroderma renal crisis.

Hokazosuii ornan 04928. Endothelin receptor antagonists for pulmonary arterial
hypertension.

JaTa oHoBneHHs: 2016-04-01

PiBeHb foKa3oBoOCTi: A

Pestome: Endothelin receptor antagonists improve exercise capacity, symptoms, and
cardiopulmonary haemodynamic variables in symptomatic pulmonary arterial
hypertension over a period of 3 to 6 months treatment.

Jokasosuit ornag 04690. Sildenafil for pulmonary hypertension.

JaTta oHoBneHHA: 2010-02-15

PiBeHb goKa3oBoOCTi: A

Pestome: Sildenafil improves exercise capacity, WHO functional class, and
hemodynamics in patients with symptomatic pulmonary arterial hypertension.

Joka3osuit ornag 06564. Inhaled iloprost for pulmonary hypertension.

JaTta oHoBneHHsA: 2010-02-15

PiBeHb foKa30BOCTI: A

Pestome: Inhaled iloprost over 12 weeks improves exercise capacity, NYHA functional
class, and hemodynamics in patients with severe symptomatic pulmonary arterial
hypertension compared to placebo. The addition of inhaled iloprost on bosentan
monotherapy in symptomatic patients appears to improve exercise capacity and NYHA
functional class.

6/7


http://guidelines.moz.gov.ua/documents/2918?id=evd01231
http://guidelines.moz.gov.ua/documents/2918?id=evd06807
http://guidelines.moz.gov.ua/documents/2918?id=evd02802
http://guidelines.moz.gov.ua/documents/2918?id=evd06809
http://guidelines.moz.gov.ua/documents/2918?id=evd06808
http://guidelines.moz.gov.ua/documents/2918?id=evd04928
http://guidelines.moz.gov.ua/documents/2918?id=evd04690
http://guidelines.moz.gov.ua/documents/2918?id=evd06564

HactaHoBa 00445. CUCTEMHWIA CKSiepo3

« Jlokasosuii ornag 02441. Prazosin for Raynaud's phenomenon in progressive systemic
sclerosis.
JaTta oHoBneHHA: 2003-08-11
PiBeHb gokasoBocTi: C
Pe3stome: Prazosin may be modestly effective in the treatment of Raynaud's
phenomenon secondary to scleroderma.

ABTOpPCbKi NpaBa Ha opuriHanbHi TeKcTn HanexaTtb Duodecim Medical Publications, Ltd.
ABTOPCbKi MpaBa Ha A0AaHIi KOMEHTapi ekcnepTiB HanexxaTb MO3 YKpaiHu.
Published by arrangement with Duodecim Medical Publications Ltd., an imprint of Duodecim Medical
Publications Ltd., Kaivokatu 10A, 00100 Helsinki, Finland.
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