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1. Béoonaa uacme.
Hacrosumii kIMHUYECKHI MPOTOKOJ BKIOYaeT B ce0s peKOMEHJallud MO JAMArHOCTUKE U
JI€YEHUIO MAIMEeHTOB CHUCTEMHOM CKJIepOJIepMHEH, OXBaThIBAET CTPATErMYECKUE PEKOMEHIAuU
B OTHOUICHUHU PEKUMOB JIeUeHHs] 0a3MCHBIMM U MPOTUBOBOCHIAIUTENBLHBIMU IpenapaTamu. [1pu
pa3paboTKe JaHHOTO KIMHUYECKOro MPOTOKOJIA 3a OCHOBY ObumM B3sATH KimHuueckue
pekomMeHganuu  Acconmanuu  peBMartosioroB  Poccum  «CHcTeMHass — CKJIEPOIAEPMUS»,
Amepukanckuii  komtemk  pesmatoiorun  (ACR), EULAR recommendations for the
management of systemic scleroderma with pharmacological therapies, FESCA (Federation of
European Scleroderma Association), EBponelickast rpynna no McCiaelIOBaHUIO U HUCIBITAHUSAM
ckaeponepmun (EUSTAR), u nyOmukauuu, Bomeamue B KokpeliHOBckytro OuOIMoOTEKy
(Cochrane Library), 6a3s1 nanasix PubMed (MEDLINE).

Koa(b1) mo MKB-10/11:

MKB-10/11
M34/AA42 Ha3Banmue: CHCTeMHBIIi CKJIepo3
BriiroveHna: ckiepoaepmusi
Hckarouensl: ckiaepoaepmusi:
e orpannyenHas (L94.0)
e HoBopo:xaeHHoro (P83.8)
M34.0/4A42.1 - IIporpeccupyrommii CHCTEMHBII CKJIEPO3;
M34.1/4A422 - Cunapom CREST;
M34.2/- - CucTeMHBI CKJIEPO3, BHI3BAHHBIN J1eKAPCTBEHHBIMH CPeACTBAMU
U XHMMYECKUMH COeTUHEHUSIMHU
M34.8./4A42.7 - JIpyrue (popMbI CHCTEMHOI'0 CKJIepo3a
J 99.1¢ mopazkeHneM Jierkux
G 73.7 ¢ muonarueii
M34.9./4A42.Z - CucTeMHBbIi CKJIEPO3 He YTOYHEHHbIH
M35.1./4A43.3 - JApyrue nepexkpecTHbie CHHAPOMBI
M35.0./A43.2 - Cyxoii cunapom (Lllerpena)
Ckauartsp https://mkb-10.com/index.php?pid=12048
(cecbuIKa ©
MKB)

Jlata pazpaboTku U nepecMoTpa NpoTokoJia: JJaHHbIH TPOTOKOJ ObUT pa3paboTaH B
2025 rony, nepecmotp npoTtokosa 2028 rox;

OTBeTCTBEHHOE YUpe:KIeHHe N0 pa3padoTKe JAHHOT0 KINHUYECKOTO MPOTOKO0JIAa U
cTaHaapra:
TamxkenTckas meauimHckas akagemus, PCHIIMIIUT u MP.


https://mkb-10.com/index.php?pid=12048

B pa3pa60TKe KIMHUYICCKOI'0o MMPOTOKOJIAa M CTAHAapTa BHECJIH BRI A

[1o opranu3zauuu nporecca 4wieHbl padoueil rpyIIibl 0 HAlPaBJIEHUIO PEBMATOJIOTUSL:

A3zunzoBa @.JI.
Auasasu B.A.

Mupaxmenosa X.T.
Paxumosa JI.A.
Anmaxynosa M.IO.

Ha6uesa JI.A.

JdanataeBa H.A.

Cnucok aBTOpOB:

Mupaxmenona X.T.
Paxumona JI.A.
Asmaxynosa M.IO.
JanadaeBa H.A.
Ha6uesa JI.A.
IMoauxyJosa I'.3.

xypaesa J.P.
Xampaes X.X.

Abaynnaes Y.C.

Myxcumosa H.P.

Cangpacyiosa I'.b.

I'anuesa H.A.

bomypopnosa /I.b.

PenenseHrnl:

A.M.H. Ipogeccop, MPOPEeKTOP Mo Hayke U HHHOBanusim TMA
— A.M.H., tupekrop PCHIIMIIUT u MP;

I.M.H., 3aB.Kadelpoil MpONeIeBTUKN BHYTPEHHUX Oome3Heirr Nel
TMA, KoHCyBTaHT O peBMaTosioruu M3 PV3;

I.M.H. 3aB. nadopatopueit PCHIIMIUT u MP T1.¢. 1., rmaBHBII
TepanesT M3 PVY3

I.M.H., Ipodeccop, 3aB. otaeneHnn pesmaronoruu PCHIIMIUT u
MP;

J.M.H. Tipodeccop, 3aB.kadenpoii (aKyJIbTeTCKOH U TOCIUTAIbHON
Tepanuu, npod. natomgoruii Nel TMA

K.M.H., TOIEHT Kadeapbl TPOIEeIeBTUKN BHYTPEHHUX OOJIe3HEH
Nel TMA;

JA.M.H., 3aB.Kade1poii mpomneaeBTUKN BHYTPEHHUX 0o1e3Heil
Nel TMA, koHCYyA1bTAHT N0 peBMaTtoJsioruu M3 PY3;

J.M.H. 3aB. jadopatopueit PCHIIMIUT u MP T1.¢. 1., rmaBHbII
TepanesT M3 PVY3

J.M.H., ipodeccop, 3aB. otaencHuu pepmartonoru PCHIIMIUNT u
MP;

K.M.H., IOIEHT Kaeapsl TPONeaeBTUKI BHYTPEHHUX O0JIe3HEH
Nel TMA;

I.M.H. mpodeccop, 3aB.kadeapoii pakyIbTETCKONW U TOCITUTATHHON
Tepanuu, npod. natomgoruii Nel TMA

I.M.H., ipodeccop, 3aB kad CamI'MYVY riaBHBIN peBMATOIOT
CamapkaHIckoii 00J1acTH;

K.M.H., IOIIeHT Kadenpsl PakyIbTEeTCKOM U TOCIUTAILHON TEparuu,
npod. maronoruit Nel TMA

K.M.H., IOIIeHT Kadeapsl BHyTpeHHuX 6ose3nelt Nel CamI'MY
K.M.H., aCCUCTEHT Kad)eZpbl IPOIECICBTUKN BHYTPEHHUX OOJIe3HEH
Nel TMA.

K.M.H., aCCHUCTEHT Kadeapbl MporeIeBTUKY BHYTPEHHUX Ooe3Hen
Nel TMA.

K.M.H., aCCUCTEHT KadeIpbl IPOIEeIEBTUKN BHYTPEHHUX OOJIe3HEH
Nel TMA.

K.M.H., aCCUCTEHT Kadeapsl (paKyJIbTETCKOW U TOCHUTAIBHON
Tepanuu, npod. natojgoruii Nel TMA

I'maBubIN peBmaTosior byxapckoit oomactu



2. lllykypoBa — n.M.H., mpodeccop, uner-kopp. HAHT, 3aBenyromas kadenpoir Tepanuu u

Cypaiié kapauopeBmarosnorun ['OY «HCTUTYyTa MOCIENUIIIIOMHOTO 00pa3oBaHUs B

MakcynoBHa  cdepe 3apaBooxpanenust PecnyOmuku TamkukucTany, rnaBHbIA TepaneBT M3
u C3H PT, npencenarens accouranuu T€paneBToOB U peBMaTosioroB PT, unen
[Mpesuanyma Asuatcko-TuxookeaHckoi suru npotuB peematusma (APLAR).

Kmuanvecknit mpotokon paccMotrpeH Ha ydyeHom coBere PCHIIMUUT u MP u
yTBepkaeH npotokonom NelO ot 27 nexkabpst 2024 rona.

TexHuueckasi IKCePTHAsI OIlEeHKA U PeIaKTHPOBaHHeE:

1. HMyxcumoBa — accucTeHT Kadeaphl MporeaeBTUKN BHYTpeHHUX OoJesneir Nel TMA

2. I'.CannpacynoBa — acCUCTEHT Kadenpsl IPONeaeBTUKA BHYTpeHHUX Oone3Herd Nel TMA

3KCHepTHaH OIICHKA CIIenHuaJIucroB 3KCHepTHOI71 rpynibl npu MI/IHI/ICTepCTBe

3apaBooxpanennsi Pecnyoaukn Y3oekucran:

1. ®.b.CabupoBa — K.M.H., 3aBEAyIOIIas OTACICHUEM KapArnopeBMaTooruu PecryOnrkanckoro

HAyYHO-TIPAKTHYECKOr0 MEIULIMHCKOT O IIEHTpa NeIuaTpuu, KOHCYIbTAHT MO J€TCKOW pEeBMATOJIOTHU
npu M3 PVY3.

Hacrosmumii HalMOHaNbHBIM KIMHUYECKUH MPOTOKOJI M CTaHAApT pa3paboTaHbl O]
PYKOBOJICTBOM 3aMECTHTENI MHUHHCTpa 31paBBOXpaHeHus bacutxaHoBoi 3.0, HavalbHHKA
yIpaBiIeHUs] METUIIMHCKOro cTpaxoBaHusi AnMapaonoa III.K., nHaganeHuka otnena pa3paboTku u
BHEJIPEHUS] KJIMHUYECKUX NPOTOKOJIOoB M cra”aaproB Hypumoson [P, a Takxke ¢
OpPraHM3allMOHHOW M MPaKTUYECKOW MOMOIIBIO TJIABHOro cnenuanucra oraena /xxymaeson I.T. u
Benyuiero cnenuanucra otaena Paxumosoit H.@.

COKpaI].leHI/IH, HCII0JIb3YyEeMbI€ B IIPOTOKOJIE.

AJIT AJlaHHHAMMHOTpaHc(epasza

ACT AcnapraramuHoTpaHcdepasa



AH®D aHTUHYKJIeapHbI# (pakTop

AHA aHTUHHYKJIeApHasl aHTHTeIa
BUY BHPYC HMMYHOAE(PUIIUTA YeJ0BEKA
I'KC I'sirokoKkopTHKOCTEPOMABI

AM/IIM ~ nepmMaToMuo3uT/ MOJTMMHO3ZUT

KKT JKEJIYI0YHO-KHIICYHbIH TPaKT

OAK 001 aHATU3 KPOBH

OAM o0mmii aHaIu3 MOYM

CCa CHCTEMHAsl CKJIepoAepMHs

HLA YeJI0BeYECKUH JIEHKOUUTAPHBINA AHTHIeH
SCL-70 aHTHUTeJIAa K Tonousomepase |

N3J1 HHTEPCTHLHHATBHOE 3a00/1eBaHue JErKUX
i1 HNHurepieiikun

KT KOMIIbIOTepHAasi ToMorpadgus

CREST calcinosis, Raynaud’s syndrome, esophageal dysmotility, sclerodactyly,
telangiectasia.

MPT MATHUTHO-Pe30HAaHCHas ToMorpagus romorpagus
HIIBII HeCTEePOU/IHbIE MPOTUBOBOCHAJINTEIbHbIE MPenapaTbl
Y3 YJIbTPO3BYKOBOE MCC/JIeI0BaHHE

Y34Ar YAbTPa3BYKOBas J0IuIeporpagus

IKT JuiekTpoKkapauorpadus

CO3 CKOPOCTH OCeIaHHsl IPUTPOLIUTOB

IXOKI' DIxoxkapauorpadpus

ITonb30BaTE M MPOTOKOJIA 10 JAHHOM HO30JI0THH:

1. PeBmaTomnoru;

2. TepaneBThl;

3.CemeliHbIE Bpayy;

4. TpaBMaTON0rM — OPTONE/BI;

5. JlepMaTOBEHEPOJIOTH;

6. Bpau JI®K, ¢pusnorepanesr;

7.CTyIeHThI CTapiIMX KypcoB MeAUIIMHCKUX BY30B, MarucTpsl u KIMHUYECKHE OPAUHATOPHI.
Kareropusi naueHTOB B 1aHHOI HO30JI0THH !

BouibHbIE € CUCTEMHOI CKIIepOAepMHUEH.



IIIkana ypoBHA 10Ka3aTeJbHOCTH, HA OCHOBE J0KA3aTeJbHOM MeAULMHbI:
I kana oneHKH ypoBHeil 10cToBepHOCTH H0Ka3aTeabeTB (Y1) niist MeToa0B

AUArHOCTHKH (I[I/IaFHOCTI/I'-leCKI/IX BMEHIaTeJIbCTB):

YA Pacum¢ppoBka
Cucrematrueckue 0030pbI MCCIENOBAHUN C KOHTPONEM pe(epeHCHBIM METOJIOM KU
1 CHCTEMATUYEeCKHii  0030p paHAOMHU3UPOBAHHBIX KIMHHYECKHX HCCICAOBAHHUNA C

INPpUMCHCHHUEM MCTAa-aHAJIM3a

OTtnenpHBIE HCCIENOBAaHUS C KOHTpOJeM pedepeHCHBIM METOJOM WA OTAEIbHBIC
9 paHIOMU3UPOBAHHBIC KIMHUYECKHE WCCICIOBAHUS W CHUCTEMaTUYeCKHe 0030pbl
WCCJIEOBAHMM JIIOOOTO AU3aiiHa, 32 HCKIIOUEHUEM PaHIOMU3HPOBAHHBIX KITMHUYECKHX

WCCJIEIOBAHMM, C TPUMEHEHUEM METa-aHaIn3a

HccnenoBanust 6e3 MoOCIeqOBaTENbHOTO KOHTPOJIS pepepeHCHBIM METOJO0M WU
UCCIIEZIOBAaHUS C pePEepeHCHBIM METOAOM, HE€ SBJAIOIIMMCA HE3aBUCHMBIM OT
HCCIIENYEMOro METO/Ia MIIM HEePaHJOMH3WPOBAHHBIE CPABHUTEIIbHBIE MCCIIEOBAHUS, B
TOM YHCJIE KOTOPTHBIE UCCIIEJOBAHUS

4 HCCpaBHI/ITeJ'IBHI:Ie HCCICIOBAHHS, OITMCAHNUEC KIIMHUYCCKOI'O Cliydas

5 Nwmeercst muiib 000CHOBaHUE MEXaHU3Ma JEHCTBUSI UJIM MHEHHE SKCIIEPTOB

HIxana ouenku ypoBHeii 10cTOBepHOCTH H0Ka3aTeabeTB (Y1) nis npoduiakTuyeckux,

.]'Ie‘-leﬁHI)IX, peaﬁl/IJII/ITalIHOHHI)IX BMeEIIATEJIbCTB

YA Pacumpposka

1 | Cucrematuueckuii 0030p PKU c mpumenennem mera-aHanuza

2 | Ornensubie PKU u cucrematudeckue 0030pbI HCCIENOBAaHUN JIOOOTO aM3aiiHa, 3a
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HCKIIOYCHUECM PKI/I, C IPUMCHCHHUEM MCTAa-aHaJIN3a

3 HepaHI[OMI/IBI/IpOBaHHBIe CPaBHUTCIILHBIC UCCIICAOBAaHMs, B T.4. KOTOPTHBIC UCCIICAOBAHUA

HecpaBHuTenbHbBIE HCCIIEN0BAHNS, ONMCAHUE KIMHUYECKOTO Cllydas UM CEPUM CIIy4yacs,
HCCIIEZIOBAHHUS «CITy4al-KOHTPOJIb)»

HMmeercs numb 00OCHOBAaHHE MEXaHH3Ma I[GﬁCTBHﬂ BMEIIATCJILCTBA (I[OKJ'II/IHI/I'—IGCKI/IG
I/ICCJ'IGI[OBaHI/IH) WM MHCHHE SKCIICPTOB

IIkana ouenku ypoBHeil yoeaureabHocTu pekomenaanui (YYP) nas npodpumiakrudyeckux,

AHArHOCTHYECCKHUX, neqeﬁﬂmx, peaﬁl/l.ﬂl/lTal{I/IOHHLIX BMeEHIAaTEeJIbCTB

Yyp Pacummgposka

CunpHasi pekoMeHaanus (Bce paccMaTpuBaeMble KpUTEepHH 3()()EKTUBHOCTH (MCXOMbI)
ABJIIIOTCA Ba)KHBIMH, BCE HCCIEIOBAaHUS MMEIOT BBICOKOE WM YJOBJIETBOPUTEIBHOE
METO0JIOTUYECKOE KAadyeCTBO, HX BBIBOJAbI IO HHTEPECYIOLUIMM HCXOAAM SBIISIOTCS
COTJIACOBAHHBIMHN)

VYcinoBHass pekoMmMeHAanus (HE BCe paccMaTpuBaeMble Kputepud 3(QeKTuBHOCTH
(ucxompl) SABISIIOTCS  BaXKHBIMM, HE BCE HCCIIEIOBaHMS HMEIOT BBICOKOE HIIH
YIIOBJIETBOPUTEIBHOE  METOAOJOTMYECKOE  KauyeCcTBO W/MJIM  HMX  BBIBOABI IO
MHTEPECYIOIIUM HCXO0AaM He SBJISIFOTCS COIIACOBAHHBIMMU)

Cnabas pexkomeHnanus (OTCYTCTBHE JOKa3aTeNbCTB HaJUIeXKAllero KadecTBa (Bce
paccMaTpuBaeMble KpuTepuu 3(PPEeKTUBHOCTU (MCXOIbI) SBISIFOTCS HEBAXKHBIMH, BCE
WCCIIEIOBAHUSI HMMEIOT HH3KOE METOJOJIOTMYECKOE KAadeCTBO W HUX BBIBOABI 110
WHTEPECYIOIINM HCXO/IaM HE SBJISTFOTCS COTJIACOBAHHBIMHU )

2. OcnogHnasa uacme.

Beenenue:

Cucremnas ckaeponepmus (CCJI) conmpoBoxknaercss H30BITOUHBIM CUHTE30M KOJIJIareHa u
JApYruX KOMIIOHEHTOB BHEKJIETOYHOTO MAaTpPHUKCA, YTO MPUBOAUT K CTPYKTYPHBIM U
(YHKIMOHAJIBHBIM HW3MEHEHHSM KOXH, BHYTPEHHUX OpraHoB (JIErkux, cepana, MoYeKk,
KENMyTOYHO-KUIIEYHOT0 TpakTa) M cocyaoB. BaxHocTh 3TOro 3aboneBaHuss 00yclIOBIIEHA
TaKUMH (PaKTOpaMH, KaK CHIDKEHHE TPYIOCIIOCOOHOCTH ¥ MHBAIMIHOCTD.

HerpynocnocoOHOCTh cpein MAallMEeHTOB C CUCTEMHOW CKJIEpOAEpMHUENH 3HAYUTENbHO
BbIIIE U IpelacTaBisieT co0oil cepbe3Hyto mnpobiemy. CCJl compoBoXXIaeTcss U3MEHEHHEM
BHEIIHOCTH, OOpa3oBaHMEM CruOATeJIbHBIX KOHTPAKTyp MHalbleB KHCTEH, yTOMIISEMOCTBIO,
CUHIpOMOM PeliHO ¢ oHeMeHHEM M NapecTe3UsMH, BBIPAKEHHOW OJBIIIKOW, YTO MOXKET
MPUBECTH K CHIDKEHHIO KauyecTBa KHU3HHU U (DYHKIMOHAJIBHBIM HapyIICHHSM.

[https://cr.minzdrav.gov.ru/schema/562 2https://rheumatology.org/search?term=scleroder

ma+ https://www.eular.org/website/search?search=systemic+sclerosis+&order=name+asc]

Onpenenenne:
CucremHas ckiiepojiepMusi (CHCTEMHBIN CKIIEp03) — 3TO XPOHUUYECKOE Ay TOUMMYHHOE
CHCTEMHOE 3a00JIeBaHNE COETUHUTEIBHON TKaHH, XapaKTepu3yrolieecs

nporpeccupyrmuMpruOpo30oM KOKH U BHYTPEHHUX OPraHOB, & TAK)KE MOPAKEHUEM COCYIUCTON
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https://cr.minzdrav.gov.ru/schema/562_2
https://cr.minzdrav.gov.ru/schema/562_2
https://rheumatology.org/search?term=scleroderma
https://www.eular.org/website/search?search=systemic%2Bsclerosis%2B&order=name%2Basc

CHCTEMbI, BKJIFOUAIOLIUM MUKPOAHI'MONATHIO M 3HI0TEINAIbHYIO AUCHYHKIIUIO.

OnuaeMuoJorusi. PacnpocTpaH€HHOCTh CHCTEMHOWM CKJIEPOIEPMHUH COCTABIISIET OKOJIO
50-300 cnyuaeB Ha 1 mwioH HaceneHus. ['ogoBas 3abosneBaemMocTh Bapbupyer ot 4 g0 20
ciiydaeB Ha | MUJUIMOH HACEICHHUS.

ITHOJOTUS W maToreHe3. 3a0o0yieBaHUE BCTPEYACTCS] MPEUMYIECTBEHHO Y JKECHIIUH.
CooTHolleHUE KEHIMH K MyX4uHaMm coctaBisier 3:1 wmm 4:1. V xeHmumH 3aboneBaHue
00bIYHO HauuHaercs B Bospacte 30—50 neT, Torma Kak y MYXYHH OHO MOXET UMEThb Oojee
[I03/1HEE HA4aJIo U OoJiee TKENOe TEUEHUE.

* meercs reHeTndeckas npenpacnonoxkeHHocts: HLA- anturensr Tuna B35 n CwA.

* UHAyKTOpBI U TPUTTEPHI CUCTEMHOI'O CKIIEpO3a:

- HeusBectHbld PHK-conepxanuii Bupyc, napsosupyc B19;

- JUTUTENBHBINA PO eCcCHOHANBHBINA KOHTAKT C 0€H30JI0M, MOJIMBUHUIXIIOPHUIOM, KPEMHHUEBOM
MBUIBbIO, AMOKCUIHBIMUA CMOJIAMHU, TOKCHYECKUMHU MacllaMu, napaduHoMm;

- paboTa B yCIOBHSIX UHTEHCUBHOW BUOpaL;

- JIC: tpuntodaH, 6;1€OMULIMH, KOKAWH.

IIpu cucremuoit ckieponepmun aktuBanus CD4+T-kinerok, HHPUIBTPUPYIOIINX
MIPEUMYIIECTBEHHO 30HY COEAMHUTEIBHOM TKAaHU M 00JACTH BOKPYT COCYAOB, MPUBOJIUT K
cekperuu npoBocniasmtenbubix (MJI-1, WJI-6, WJI-8 u np.) u ¢GuOPO3-MHIAYIUPYIOIIHX
nutokunoB (MUJI-17, NJI-4, NJI- 6). DunorenuanbHbie KICTKA U GUOPOOIACTHI MPOIYIIUPYIOT
uutokuHbl U koiared | u Il Tuma. B mporecce ¢puOpoobpazoBanus y4yacTBYIOT (pakTOpBI
pocta — tpombonutapabiii (aktop pocra (TDP-B), Beimenstomuecs u3 TPOMOOIHMTOB W
TUMQOILUTOB, U TPUIITA3a, THCTAMUH, Y03WHOPIILHBIA KATHOHHBIA OENOK TYYHBIX KIIETOK.
Pa3BuBaercst nereHepainysi MbIIIEYHOTO BOJIOKHA, MEPUBACKYIIApHAs TUM(DOIIIa3MoIuTapHas
WHOUIBTpALNS, HHTEPCTUIIHAILHBIN (HUOPO3.

[https://cr.minzdrav.gov.ru/schema/562_ 2https://rheumatology.org/search?term=scleroderma+

https://www.eular.org/website/search?search=systemic+sclerosis+&order=name+asc]

Kiunnnueckas knaccupuxkanusa CCJ:
Knunuyeckue popmbi:
1. Huddys3nas ¢dopma reHepaau30BaHHOE MOPAXKEHUE KOXKM KOHEUHOCTEH, JuLa u
TYJOBUIIA B TEUEHHE rojia; CHUHAPOM PeliHO MOABIIETCS OIHOBPEMEHHO WIIM IOCIIe
HopaXxeHUs KOoXu. PaHee pa3BUTHE BHCIEpalbHOW MNATOJOTMU (MHTEPCTULHAIBHOIO

nopaxkeHust jerkux, nopaxenus JXKKT, muokapna, mouek). 3HauuTeNnbHAs peIyKIUs
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https://cr.minzdrav.gov.ru/schema/562_2
https://cr.minzdrav.gov.ru/schema/562_2
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KalUUIIpOB HOI'TEBOI'O JIOXKa ¢ (POPMHUPOBAHUEM BACKYJSPHBIX Y4YAaCTKOB (IO JAHHBIM
KaIlMUIIPOCKOIIMU HOr'TeBOro joxa). BesiBinenne AT k Tomonsomepase-1 (Scl-70).

2. JlumutupoBaHHast (opMa JUIUTENbHBIM HEpUOA H30JIMpOBaHHOrO ¢eHomeHa PeiiHo.
[TopakeHne KOXXM OrpaHHYEHO O00JacThiO JHIla W Kuctei/ctom. Ilo3nHee pa3BuUTHE
nerouHoi rumneprensuu, nopaxenue JXKT, rteneanrmskraszum, kanpimHo3d (CREST-
cuHjpoM). BoisiBnenue antunieHTpoMmepHblx AT. Pacmmpenue kanwiasipoB HOI'TEBOIO
J0ka 0e3 BBIPaKEHHBIX aBACKYIISIPHBIX YYaCTKOB.

3. Cknepomepmust 0e3 ckiepomepmbl  (scleroderma  sinescleroderma) oTcyrcTByeT
yIUIOTHEHUE KOXH, Hamuuue ¢(eHomena PeifHo, HanmuuMe MPU3HAKOB JIETOYHOTO
¢hubpo3a, ocTpoil ckieponepmuyeckoi mouku, nopaxenus cepauna u XXKT, BeisiBiaenune
antunykieapusix anturel (Scl-70, ACA, HyKJI€OISPHBIX).

4. TlepexpectHbie (opmbl (overlap-Syndromes) - xapakTepHO cOYETaHHE KIMHUYECKHX
npusHakoB CCJl 1 0AHOTO MM HECKOIBKUX CHCTEMHBIX 3a00JeBaHUIl COCIMHUTETHHON
TKaHHU: [OJUMHO3UTA, PEBMATOMJHOIO apTPUTA, CHUCTEMHOM KpacCHOM BOJIYAHKH,
6one3usp Lllerpena.

5. IOBenunbHas ckieponepmus - Hayano 6ose3Hu 10 16 jaer. [lopaxkeHne KOXU HEpEnKo
0 THUIy O4YaroBod WM JuHEHHOW (remudopma) ckiaepoaepmuu. CKIOHHOCTh K
00pa30BaHMIO KOHTPAKTyp. BO3MOXHBI aHOMAaJMU Pa3BUTHS KOHEYHOCTEH. YMepeHHas
BHCLIEpaJIbHAsT TMATOJIOTUS (BBIABISETCS TJIABHBIM 00pa3oM IpU HHCTPYMEHTAJIbHOM
WCCIICIOBAHUH ).

6. IlpecknepomepMusi - K HEil OTHOCAT OONBHBIX C M30JIMPOBAHHBIM (eHOMEHOM PeifHo B
COYETAHMM C KaNWJUIIPOCKONMMYECKUMH H3MEHEHUSMU WM HMMYHOJIOTHYECKUMU
HapyIeHusIMHu, xapaktepubivu 111 CC/I.

BapuaHThl TeyeHus:

*OcTpoe, ObICTpONpoOrpeccupyree TeYyeHue XapaKkTepU3yeTcst pa3BUTHEM
reHepaJln30BaHHOro ¢guopos3a koxu (auddysHas ¢opma) U BHYTPEHHMX OpraHoB (cepiua,
JIETKUX, I0YEK) B MepBbIe 2 rojia OT Hayana 3a00JIeBaHus.

* IToxocTpoe, yMepeHHO NMporpeccupymolee TeueHne KIMHUUECKU U JabOpaTOPHO OTMEYaeTCs
npeobJiajaHie MPU3HAKOB MMMYHHOIO BOCHAaJeHUS (IJIOTHBIM OTEK KOXH, apTPUT, MHUO3HUT)
Hepenku overlap-CHHAPOMBI.

‘XpoHnueckoe, MeAJEHHO MporpeccMpylioliee TedeHHe OTIMYaeTcs MpeolagaHueM
COCYAMCTOM MaTOJIOTUM: B Hayase 3a00JeBaHUsl - MHOTOJIETHUN CUHAPOM PeiiHO ¢ mocTeneHHbIM

pa3BUTHEM YMEpPEHHBIX KOXXHBIX M3MEHEHMH (JIMMHUTHpoBaHHas (opma), HapacTaHHEM
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COCYIMCTBIX WIIEMHUYECKHUX PACCTPOUCTB, BHUcIepainbHO maronorun (mopaxkenue KKT,
JIErO4Hasi TUIIEPTEH3HS).

Craguu CCH:

e OueHb paHHsS (WM JOKJIMHUYECKas), Korga y OoimpbHOro ¢ (eHOMEHOM PelHO BBISBISIOT
no3utuBHBIE AH® (> 1:160 B HPU®D) n/unm «ckinepoaepMuuecKue» ayTOAHTHTENA, a TaKkKe
CKJIEPOJIEPMHUYUECKUI THUI H3MEHEHHH MPU KU POCKOITHH,

e HavanpHas, koraa, kpome henomena Peitno, BeisiBisitoT 1-3 nokanmsamuu 00sie3Hu;

e Cranus pa3BepHYTHIX KIMHUYECKUX MOSBICHUN, OTPAKAIOIINX CUCTEMHBIN MMOTMCHUHAPOMHBIM
XapakTep Ipolecca;

e Jlo3nHss (TepMHMHabHAsg) — IpPU Pa3BUTHM HEOOPATUMOW HEIOCTATOYHOCTH >KU3HEHHO
Ba)KHBIX OPraHOB.

AHTUSIEpHBIE aHTUTENAa WIA aHTUHYKJIeapHbli ¢akrop (AH®D) mnossistorcs Ha
JOKJIMHUYECKOM 3Tare U 3a BpeMsi 00JIe3HU MOT'yT ObITh OOHApY>KEHbI y OOJBIINHCTBA OOJBHBIX
(88-95%), a ocHOBHBIE «CKIEepoAepMHUYECKHE» ayToaHtuTena - y 50-60% OONbHBIX.
CrneunduunpiMu 11 CCJ] cuntaroT antunieHTpomepHbie (AILlA) anTuTena (4acrora BbIABICHUS
10-20%), anturena k Tonouzomepase 1 wimm Cki-70 (20-30%) u anturena k PHK momumepase
1l (4-6%). OObIYHO OOJBHOI HMEET TOJBKO OIMH THIl AyTOAHTHTE], HE MEHSIOIIUICS B
mpolecce pa3BUTHsI O0JIE3HU.

Ouenka aktuBHocTH CCJI: B COOTBETCTBUM C pekoMeHAaussMu EBponelickoil rpymnmnsl
no m3yuenuto CCJ] mpoBogutcs B Oamax. AJbTEPHATHUBHBIM BapuaHT — OLIGHKA CTEHNEHHU
aktuBHocTH CCJ] mo I'yceBoit H.I'. (2004) ¢ yuyerom nokanu3anuu KIMHHYECKUX MPOSBICHUM,

OCTPOTHI TCUCHHA U J'Ia60paT0pHI)IX MapKEpOB BOCIIAJICHUS.

Taoauma 1.
Crenenb akTuBHocTH CCJl
Crenensn XapakTepucTuKka
AKTHBHOCTH

Munumanenas (I) | «IIpeo6naganue B KapruHe  3a0ojeBaHus  (PYHKIIMOHAJIBHBIX
Ba30CMACTUYECKUX (cunpom Peitno), TUCTPOPHIECKHX,
CKJIEPOTHYECKUX U3MEHEHU Pa3IMuHON JIOKAJIM3ALUN
* OOBIYHO XPOHUYECKOE TeUCHUE OOJIC3HH
« COD<20 MM/4, ypOBEHb Y-TJIO0YJIMHOB 110 25%

Ymepennas (I1) [Ipeobnamanre mnponudepaTUBHBIX HW3MEHEHUH (MHAYpaIus KOXH,
WHIYPAaTUBHO-TIPOM (PEPATUBHBIA ONUAPTPUT, AATC3UBHBIA TUICBPHT,
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WHTEPCTUIMAIBHBIA MUOKAPIUT, KapAHOCKIEPO3, 330(aruT, TyOICHUT
v 71p.)
*OcTpoe TeueHue, MoJI0CTPoe Uik 000CTPEHUE XPOHUYECKOTO

« COD — 20-35 mm/4, ypoBeHb Y-TII00yauHOB 110 25-30%

MaxkcumanbHas + JIuxopazxka, mpeo0iaaHue SKCCYTJaTUBHBIX SIBICHUH (TUIOTHBIN
(1))} OTEK KOKU, KalWJUIIPUTHI, SKCCYJaTUBHBIN MOIUAPTPUT,
MTHEBMOHHUT, MHOKAPINT, AYOJCHUT, OCTPasi CKIEpOJepMUIecKas
HedponaTus U ap.)

* OOBIYHO OCTpOE TCUCHUE

+COD>35 mm/u, CPIT>4 1/n pubpunoren >50 v/, IUK>30 ex.,

YpOBEHB Y-T100yIMHOB >30%

Jlis 00BEKTUBHOM OLIEHKHM HCHOJIB3YIOT CyMMAapHbIM HMHIEKC akTuBHOCTH. Ilpu cymme
O6amtoB > 3 3a0oieBaHuE paACLEHUBAIOT KaK aKTHMBHOE, MEHee 3 — KaKk HEaKTHBHOE.

CTPYKTypHaH BaJIMAHOCTb HMHJIACKCA Obl1a MMOATBCPIKACHA, U OH MCIIOJBb3YCTCA B KIMHHUYCCKUX

HUCIBITAHUSX.
Taoauma 2.
IapameTpsbl 0611ero nnaexkca akruBHocTu CCJ1
[Tapametp bann XapakTepucTuka

Hcnonp3yercst MOAU(PHUIIMPOBAHHBINA KOXKHBIN
Koxnsrii cuer >14, cuet(rmo Rodnan), oennBaemsiii B 6amnax ot 0 1o

OaJuIBI 3 Braxkgoi u3 17 obnacreil Tena.
MakcumasbHascymma 0amnoB — 51

VYrTommnienne MATKUX TKaHEW Ha MaJIbIax 3a CYET

Crxnepeniema 05 WHAYPAIUH W/WIK IJIOTHOTO OTEKa
VXyaueHne KOXKHbIX TPOSBICHUH 3a MOCIEIHUI
A-xoxa 2
MECSII], CO CJIOB MaIlMEeHTa
Jururaneabie HeKpo3bl | 0.5 AKTHBHBIC TUTUTAIBHBIC SA3BbI U HEKPO3bI
VXyaieHue coCyAuCThIX TPOSIBICHHM 32
A-cocynbl 05 N
MOCJIETHUN MECSIL, CO CJIOB MAllUEHTa
ApTpuTsl 0.5 bonesHeHHas NpUIyXJI0CTh CyCTaBOB
Cumxenue JJCJI**, %
o . <80°
OT JIOJIKHBIX 3HAYCHHi 0.5 JACJI<80% oT HOpMaJILHOT'O YPOBHS
VXyauieHue cepiedHO-JIEerO4YHbIX MPOSBICHUH 3a
A-cepaue/nerkue 2

MMOCJICAHUI MCCAIL, CO CJIOB NTallMICHTA

COD > 30, mm/uac 15 ITo metony Becreprpena

CHMxeHne ypoBHs 1 Cauxenue ypoBHs C3- u/umu C4-KoOMIIOHEHTa
KOMILIEMEHTA KOMILIEMEHTA

MakcumaiibHO

OObrmit uHueKe, bamtsl | |y go oo

BrIpakeHHOCTh YIUIOTHEHHUSI KOXXH OIEHUBAETCS METOJOM KOXHOro cuera. KokHbie
W3MEHEHHUsl OIEHWBAITCA MO 3-x OammpHOW cucreme: 0 — oTcyTcTBHE H3MeHeHWH, | —

HE3HAYNTENbHOE YIJIOTHEHHE KOXM (KOXKa JIETKO COOMpaercss B CKIAIKY), 2 — YMEPEHHOE
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YIUIOTHEHHE KOXU (KO’Ka C TPYJOM coOMpaeTcs B CKJIAJKY), 3 — BIpa)KEHHOE YIIJIOTHEHUE KOXKU
(B ckimaaky He coOupaeTcsi, «I0CKooOpa3Has»). M3MeHeHHs OLIEHMBAIOTCS B TpeX HEMapHbIX
30Hax - JIMLO, TPYylb, KUBOT, U 7 MApHBIX 30HAX - NaJblbl PyK, KUCTH, MPEAIIIEUbs, IJIEUH,
Oenpa, ronenu, cronbl. CyMMa BBISIBJICHHBIX TTOKa3aTellel COCTABIISIET OOIIMIN «KOXKHBIN CUeT.

A — nenbTa, yXyaIieHHE MPOSIBICHUN (CO CTOPOHBI KOXH, eHoMeHa PeitHo, cepaeuHo-neroyHon
CHCTEMbI) B T€UEHHUE MOCIEIHEr0 Mecslla, OIEHUBAEMOE MALIUEHTOM;

JCJI - muddy3nonHas criocoOHOCTh JETKHUX JJIsl OKCUa yriepoaa, % oT JOHKHOTO
OcnoxHenus:

¢ BrIpaykeHHBIN CUHAPOM PelHO: IUTrUTanbHbIE SI3BbI, HEKPO3HI;

¢ lndunupoBanue 3B, pa3BUTUE OCTEOMHEIIHNTA;

o CepaeyHo-coCyIHuCTasi CHUCTEMAa: apUTMHUHU, XPOHUYECKas CcepJedyHas HeIO0CTaTOYHOCTD,
BHE3aIlHasi CMEPTh;

e Jlerounsiit pudpo3, JIAL: npixaTenpHas HEIOCTATOYHOCTD;

¢ Xenyno4HO-KUIIEYHBIA TPAKT: CTPUKTYpPbl HIDKHEH TPETH MUIIEBOAA BCIENCTBUE PYOIIOBBIX
W3MEHEHUH MPU PEUUIUBUPYIOIIEM SI3BCHHOM MOPAXKEHUH, JKEIYJ0YHOE KPOBOTECUEHUE — IMPHU
MHO>KECTBEHHBIX  TEJICAHTHIKTA3USAX  CIU3UCTOM  OOONOYKM  JKeNmylIKa; aHOpEeKTalbHas
HEJIOCTaTOYHOCTh - HEJlepiKaHue Kaya (PeaKo);

¢ XpoHnueckas 00Je3Hb TTOYEK (PenKo);

e Octpas runepTeH3uBHas SHIedaIonaTis (0UeHb PEAKoO);

e TyHHE/IbHBIE CUHJIPOMBI - CHHIPOM KapHaJbHOr'0 KaHaljla, CUHJPOMBI CIIaBJICHUS JIOKTEBOTO,

0071110 EePITOBOTO HEPBOB (PEIKO).

[https://cr.minzdrav.gov.ru/schema/562 2https://rheumatoloqgy.org/search?term=scleroder

ma+https://www.eular.org/website/search?search=systemic+sclerosis+&order=name+asc]

3. Memoobt, n00x00bl u npouedypvl OUAZHOCHIUKU:

Jlnarno3z ycraHaBiuBaercsi coorBercTByromuii  kputepusm CCJl  AmepukaHckoi
KOIJIeruu  peBMmaToJioroB/EBpomeiickoro  anbsHCa  pEBMAaTONOTMYECKUX  aCCOIUALIMiA
(ACR/EULAR, American College of Rheumatology/European Alliance of Associations for
Rheumatology) 2013 1.

Kanoowr:
CUMMETPUYHOE OHEMEHUE, TTOKAJIbIBAHNE KOHYUKOB IMAJIbLIEB;
CTSITMUBaHME, OTPyOEHUE U CYXOCTh KOXU;
YYaCTKHU TUIEP- U JENUTMEHTAlluU KOXU;

mocjCea0BaTCiibHasA CMCHA OKPACKH KOKH IMaJIbI[CB KHCTEH Ha X0JI0€,
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https://www.eular.org/website/search?search=systemic%2Bsclerosis%2B&order=name%2Basc

BO BpEMs 3MHU3070B Ba30CMa3Ma MOXET MOSBIATHCS MPAMOPHBIA PUCYHOK HA BEPXHUX H

HIDKHUX KOHEUHOCTSAX —«cerdaToe nuBeno» (livedo reticularis);

o0mras ciadocTb, YTOMIISIEMOCTB;

oTepst Beca;

OJIBIIIIKA;

YMEHBIIEHUE POTOBOU anepTyphl;

JMXOPAJIKa;

U3KO0Tra, Tucharus;

B3/yTHE KUBOTA, KUJAKUN CTYIT,

0o 3a rpyAHUHOM;

0071 B CycTaBax, MbIIIIIAX;

BbIMAaIEHUE BOJIOC;

(horoceHCHOUTM3aIIHSL.
Anamue3: Hauano 3a00seBaHMsI CBS3aHO C IEPEHECEHHBIM CTPECCOM, MEPEOXIIAKICHUEM.
PuznkajibHoe 00C/Iel0BAHME:
Ilopa:xxenue cocynoB: °* @eHomeH PelHO - CHUMMETpUYHBIA IAPOKCH3MAIBHBIM CHa3M
JUTUTAIBHBIX apTepui, KOXHBIX apTEepUOJ U apTEPUOBEHO3HBIX WIYHTOB, WHIYLIMPOBAHHBIN
XOJIOIOM HJIM SMOLIMOHAJIBHBIM CTPECCOM, XapaKTEepU3yeTCs IMOCJIeN0BaTEeIbHbIM M3MEHEHHEM
OKpaCKH KOXU TajbleB (Modesenne, mruaHo3, MoKpacHeHue). Basocmnasm 4acTo conpoBoKaaeTcs
OHEMEHHEM TmaiblleB u Oonpto. Y MHorux OombHbix CCJl araku PeitHo wumeroT
MIPOJIOHTUPOBAHHBIN XapakTep BCIEACTBUE CTPYKTYPHBIX M3MEHEHHI COCYJOB U MEPMAaHEHTHO
CHMKEHHOI'O KPOBOTOKA.
* TenaHrudKTa3suu - pacClUIMPEHHBIC KANUJULIPBI U BEHYJBl C XapaKTEpHOM JIOKaIM3alMed Ha
nanblax KHUCTEW, JIaJOHSAX W JIMIe, B TOM 4YHCIE Ha Ty0ax, SBISIOTCS MO3AHUM IPH3HAKOM
0o0Je3HN.
IMopa:xenue ko:kM: YIIIOTHEHUE KOXKHU (CKJIEpoAEpMa) BCErJa HAYMHAETCSA C MaJbleB KUCTEN
(ckneponakTuiusi). BbIpa)keHHOCTh YIJIOTHEHUS KOXKU OLIEHHMBAETCS NalbINATOPHO MO 4-
OamnbHOl cucteme: 0 — yIIIOTHEHUS HET; | — HE3HAYUTEIbHOE YIIJIOTHEHHUE; 2 — yMEpEeHHOEe
VIUIOTHEHHE; 3 — BBIPAXEHHOE YIJIOTHEHUE (HEBO3MOXKHO coOpaThb B CKJIaiKy). [lns
00BEKTUBU3ALMHU [TOPAKEHUSI KOKU OMPEENIIeTCS KOXKHBIA CUET, KOTOPBII MPECTABISIET CyMMY
0aJUTbHOM OLIEHKU BBIPAKEHHOCTH YIIJIOTHEHUS KOKU B 17 aHATOMUYECKUX OONACTSIX: HA JIHIIE,
TPyAH, KUBOTE U HA CHMMETPUYHBIX OTJeNlaX KOHEUHOCTEH — Majblax, KUCTAX, MPEAIICYbsX,
mnedax, 0éapax, ronensx u cronax. [lpm CCJ] oTmeuaeTcss CTaIuWHOCTh TMOPAXKEHUS KOXKH:

OTEK, MHAYpaLus, aTpopusl.
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BrIpakeHHOCTh YIJIIOTHEHUS KOXKH Pa3IU4aceTCs] MEXKIY OTAEIbHBIMU OOTBHBIMH M JOCTUTAET
MakcuMyMma B mepBbie 3-4 roma Oosne3Hu. KokHBIH CYET KOppenupyer ¢ BHCIEpalbHOU
MATOJIOTHEN U SBISETCS OAHUM U3 MPEAUKTOPOB HeOnaronpusatHoro ucxoga CC/I.

e CUMITOM «KHCETa» — YMEHBIICHHE POTOBOM amepTypbl, UICTOHUEHUE KPACHOU KalMBbI T'y0,
BOKPYT KOTOPBIX (POPMUPYIOTCS parallbHbIe CKIAIKH.

e JluruTanmpHble 53BBI - XapakTepHbli mpu3Hak CCJ] (BkIOYEH B KIacCH(PHUKAIIMOHHBIE
KpUTEpPHH), Pa3BHBACTCS Ha IUCTAJbHBIX (hajmaHTrax mMajbleB KUCTEH; MOTYT OBITh PE3KO
0O0JIC3HEHHBIMU, OTIINYAIOTCS TOPIUIHOCTHIO K JICUCHHUIO M PEIIUIUBUPYIOIIHUM TCUCHUEM.

e S[3BeHHBIC MOPAXKEHUS KOXXH HAOIOAIOTCSA U HAa y4acTKaX, MOJBEPrarolIXcsl MEXaHUUECKIM
BO3JICH CTBUSIM, - HAJl IOKTEBBIMH M KOJICHHBIMU CyCTaBaMU, B 00JIACTH JIOABIKEK U ISITOK.

e Cyxas ranrpeHa - HEKpO3 KOXXH M MOJIKOXHBIX MSITKHUX TKaHEH HAYMHAETCS C AUCTAIbHBIX
(danaHr mnajbLeB U MOXET pacHpoCTpaHATbCA Ha CcpeaHue (QajaHru ¢ Mociaenyrouiei
JleMapKaluer 1 caMmoaMITyTaIuei.

e [umepnurMeHTanusi — OrpaHWYeHHass wuiu auddys3Has, ¢ ydacTKaMH THUIO- WIH
JNENUTMEHTAINH («COJb C IEPIEM»).

e JlururanbHble pyOYMKH — TOYEUHBIE YYACTKU aTPOMUU KOXKH JAUCTAIBHBIX (hajaHT MajblieB
KHCTEH («KPBICUHBIA YKYC»).

e BenencrBue arpodun BOJOCAHBIX (POJUIMKYJIOB, MOTOBBIX M CaJbHBIX )KeNE3, KoXka B MecTax
YIUIOTHEHUSI CTAHOBUTCS CYXOM M LIEPIIABOM, UCUE3AET BOJIOCIHON

MTOKPOB.

e KanmpiuHatel - HEOOJBIIMX pPa3MEPOB TMOAKOXKHBIE OTIOXKEHUS COJieH KalblHs, OOBIYHO
MOSIBJISIFOTCS HA MaJTbIIaX KUCTEH M Ha y4acTKax, 9acTo MOJBEpPraronmxcs TpaBMaM. KanbnHaTel
MOTYT BCKPBIBATHCS C BBIJICTICHUEM TBOPOKHCTOM MACCHI.

e [lopaxxeHue CIM3HUCTBIX 000NOYEK, XapakTepHbIM npu3zHakom CCJl sBnsercs yToilieHue u
YKOpOUEHHE Y3/I€UKH SI3bIKA.

ITopaxeHue CycTaBOB M KOCTEM:

e [lonmaprpaaruu v yTpeHHssl CKOBAaHHOCTD SABISAIOTCS YacThiM npossieHueM CCJI, ocobenno
Ha paHHUX CTaIUAX OOJNE3HHU.

e Aprputel HexapaktepHbl s CCJl, B 10 ke Bpems y 20% OOJIbHBIX BBISBIsAETCS
9pO3UBHASAPTPONIATHSI.

e AKpoocTeonn3 — pe30pOIHs KOHIIEBBIX OTJEJIOB AMCTAIBHBIX (pajlaHr KUCTEW BCIIEICTBUE

JUINTENIBHOM MIIEMUH, TpOSBISETCS yKopodeHHeM M nedopmanueil manbieB. B HexoTopsix
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ciydasix HaOJIF0/IaeTCd paccachlBAaHUE AMCTAIBHOTO OTAENa JIYYeBBIX KOCTEH MU OTPOCTKOB
HM)KHEHN YEIIFOCTH.

e CUMNOTOM TpEHHS CYXOXKHJIMH — KpEeMUTalus, ONpeaenseMas MalbHaTOPHO y OOJNBHBIX
mupdysnori ¢opmori CCJl mpu aKTUBHBIX CrUOATENbHBIX M Pa3ruOaTEIbHBIX JBUKCHHAX
MajblleB U KUCTEH; SBISIETCS MPEIUKTOPOM MOCIEAYoIIero Au(Gdy3HOro MOPaKeHHS KOKH.

e CrubartenbHble KOHTPAKTYPHI, MPEUMYIIECTBEHHO CYCTaBOB KHCTEH, SBISIOTCS CIIEIACTBHEM
JIOKAJIbHOTO YIJIOTHEHHUS KOKH C BOBJICUEHUEM CYXOXKHUJIMK U UX 000s0ueK. BeTpeuatorces varie
y OombHBIX ¢ nuddysHon dopmort CCJl, mpu KOTOpPOH MOTYT BBISBJISATHCS KOHTPAKTYPHI U
KPYIIHBIX CYCTaBOB KOHEYHOCTEH. YCHIIEHHE KOHTPAKTYyp aCCOLMUPYETCS C AKTUBHOCTBIO U
MIPOrPECCUPYIOIINM T€UEHUEM 3a00JI€BaHUSI.

ITopaxenue MbIIII:

* BoBiieueHue MBI TPOSBIISIETCS IByMsI pa3IMUHBIMU (DOpMaMU MUOIIATUH:

He BocnanurensHasi, He nporpeccupymomas (pudpo3Has MUonaTHs — sBIIseTCs Oosiee YyacTou
dopmoii mopaxkenuss Meimy npu  CCJl, xapakrepu3yeTrcs HE3HAYUTENBbHOH C1ab0CThIO
MPOKCUMAJIBHBIX TPy MBILII 1 MUHUMAaJbHBIM NOBbIIEHHEM ypoBHS KDK.

BocnanurtenbHas Muomatuss — MPOSIBISETCS MHUAITHAMM, MPOKCUMAJIBHOM  MBIIICUHON
cnabocThlo, 3HAYUTENbHBIM (B 2 u Oojee pasza) mnosbimieHueM KOK, BocnamuTenbHbIMU
n3mMeHeHussMu OMI" u Ouonrtartos.

* [Ipu nuddysnoit popme CCJL MoxkeT pa3BUBaTbCA aTpo(usi MBIIII, CBA3aHHAs C HAPYIIEHUEM
MOABUKHOCTU U KOHTPAKTYpPaMHU.

IMopaxeHue KeTy10YHO-KHIIEYHOT0 TPAKTA:

e ['unoroHus numieBona - Haubosee yacras ¢popma nopaxkenus numeona u KKT B memnom;
nmposiBisieTcsl  Aucharueld, 4yBCTBOM KOMa 3a TPYAMHOW TIOCJE €Ibl, CTOMKOW W3KOTOM,
YCUJIMBAIOLIENCS B TOPU30HTAIBHOM IOJIOKEHUU.

e CTpuKTypa — CyKEHHME NPOCBETAa HUKHEU TPETHU MHILEBOJA, BCIEICTBUE YErO0 CTAaHOBUTCS
HEBO3MOXKHBIM IpUEM TBepAod nuum. dopMupoBaHUE CTPUKTYP HNPUBOAUT K 3HAYUTEIBHOMY
YMEHBUIEHUIO BBIPAXKEHHOCTHU U3KOT'H.

e Dpo3ud W S3BBI NUIIEBOAA TOSBJSIIOTCS BCIEACTBUE TacTpod3odareadbHOro pedirokca,
COIIPOBOKJIAFOTCS BHIPAKEHHOM M3)KOTOH U OOJIbIO 33 TPYAMHOM.

e ['unotoHus xemyaka - 00Jb B SMUTACTPUH U OBICTPO HACTYHAIOUIEE YYBCTBO HACHIIICHUS
BCJIEJICTBM € HAPYUIEHUS dBaKyallUl COJEPKUMOTO KETyIKa.

e JKenynouHoe KpOBOTEUEHHE - PEOKOE, HO CEPbE3HOE OCIOKHEHHUE, MOXKET IMOSABUTHCS IMpHU

MHOKE€CTBECHHBIXTCIIAHTHAKTA3UIX CIIM3UCTOMN KEInyaka.
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e CunzapoM ManbabcopOIUM — MPOSBISIETCS METEOPU3MOM, cTeaTopeei, depeloBaHHEM
3a1opoB U Juapeu, norepeil Beca.

e llHTeCTUHAIBHAAIICEBJOOOCTPYKIUS — PEIKOE OCIOKHEHHUE, MPOSBIAETCS CUMITOMATHKOM
napajauTHYECKOrouieyca.

e [lopakxeHne TOJNCTOM KUIIKM MPUBOAMUT K 3amopaM (MeHee 2 CIIOHTaHHBIX JaedeKxanuil B
HEJZIENII0) U HEJEPKAHUIO Kajla; BCTPEYAeTCs ¢ TAKOM e 4aCTOTOM, KaK ¥ THIIOTOHUS MTHIIEBO/A.
ITopa:xenue snerkux: Bosnedenue nérkux Habmopnaercs y 70% 6ompabix CCJl 1 o wacrore
yCTyHaeT TOJbKO MOpakeHUIo muiieBoga. OCHOBHBIMU KIMHUKO-MOP(OIOrHYeCKUMHU BUIAMU
nopaxenust AE€rkux npu CCJl ABISAIOTCS MHTEpCTULIMANBHOE 3a0oieBaHue JNETKUX (¢pudpos
NETKKUX) U JErOYHas TUIepTeH3U .

* UntepcrunmansHoe 3a6oneBanue nérkux (M3J1) pa3BuBaercs npeuMyIiecTBEHHO B TIEPBBIE 5
neT 0ose3Hu U 6osiee BeipakeHo npu quddysnoit popme CCI. Knmuanveckue npossierus M3J1
HecrieUM(UYHBl W BKJIIOYAIOT OABIIKY, CyXOH Kameab M ciaaboctb.  XapakTepHbIM
ayCKyJbTaTUBHBIM Npu3HakoM M3JI sBiisiercs 1BYyXCTOPOHHSA O6a3anbHasi KpenuTamus, KOTOpyro
4acTO OMHUCBIBAIOT KaK «Tpeck Ieitogpana». Paktopamu pucka M3JI asastores: auddysnas
dopma CCJl, cHmwKeHHE (OPCUPOBAHHOM >KM3HEHHOW EMKOCTH JIETKUX B JeOr0Te OO0Je3HU U
namnuue Scl-70 AT. Ha mporpeccupoBanue j€rodnoro Gpuodpo3a yka3blBalOT YMEHbBUICHHE
(dbopcupoBaHHOM KU3HEHHONW EMKOCTH JNErKuX U Auddy3noHHoi ciocodHoctn CO B TeueHue
MpenmecTByomux 6—12 Mec; pacnpocTpaHeHrne U3MEHEHUH TUIIa MATOBOI'O CTEKJIAa U KapTUHA
«cotoBoro» Jérkoro mpu KTBP; yBenuuenwe umcna HEHTpOPHUIOB H/WIKM J03UHOPHIOB B
JaBaXHOM KuAkocTH. KimHWYeckuM »KBHBalleHTOM mporpeccupytomiero M3Jl  saBasercs
ycuiieHue ofAblIKu. JIE€royHass THUMEpTeH3Us OINpefensercs KaK IOBBIIICHWE aBJICHUS B
n€rouyHoil aprepuu Bbimie 25 MM Hg B mokoe mimm 30 mm Hg npu ¢usnueckux Harpyskax.
JIérouHasi rUNepTEH3UsI MOXKET ObITh MEPBUYHON (M30JIMPOBAHHON) — BCIEACTBUE MOPAKEHUS
COCYJIOB WJIM BTOPUYHOM — B pe3y/jbTaTe NOPaKEHUS WHTEPCTULUAIBHOM TKaHM JETKUX,
pas3BuBaercs B cpenHeM y 10% OonbHBIX, IPEUMYIIECTBEHHO HA MO3AHUX CTaIusAX OO0JIE3HU U
npu aumutupoBaHHo ¢opme CCJl. OCHOBHBIM KIMHUYECKHMM IPU3HAKOM JIETOYHOMN
TUIEPTeH3UH, Tak ke kKak u npu M3JL, sBusercd ofpllika, KOTOpas HMeEET TEHAEHLUIO0 K
OBICTPOMY MPOrPECCUPOBAHMIO B TCUCHHE HECKOIBKUX MECALEB. AyCKYJIbTaTUBHBIM I1PU3HAKOM
JIETOYHOM TUMEPTEH3UU SIBIISIFOTCS aKIEHT U Pa3/IBOEHUE BTOPOro TOHA HA JIETOUHOM apTepuu U
TpEXCTBOPYATOM KJIallaHE, OCOOEHHO SBHOE Ha BbICOTE€ Baoxa. IlpeaukTopoM JEroyHOMN
TUIEPTEH3UH SBJISIETCS U30JMPOBaHHOE yMeHblIeHne nuddysnonnoil cnocoonoctu CO (<60%

OT JOJDKHOM BEJIMYMHBI).
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IMopaxenue cepaua: CuMnromMamMu NOpPaXeHUs cepAlia SBJSIOTCA YyBCTBO AMCKOMQOpTa MK
JUTUTEIbHBIE TYyIble OONM B MpeKapJualbHONH 00JIaCTH, cepALeOueHrue U apuTMHHM, OJbIIIKA B
[IOKOE WM MY Harpyskax. boiu B rpyau MOryT ObITh BBI3BAHBI TAKXK € MOPAXKEHUEM IHUIIEBOA
WM MBI TPYJHOW CTeHKU. Bo MHorux ciydasx nopaxenue cepauna npu CCJl mporekaer
0ECCUMIITOMHO M BBISBISIETCS TNPH HHCTPYMEHTAJIbHOM oOcinenoBanuu. Pubpo3 Muokapaa
KEITYAOYKOB — XapaKTepHBIH MAaTOMOP(HOJIOTHYECKUIl MpPU3HAK  CKIEPOAEPMHUYECKOTO
MOpPaKEHHs CEpJla, SBISETCS MPUUYUHON CHCTOJIMYECKOH M JAMACTONMYECKOW TuChHYHKIUU
JIEBOTO KEITyA04YKa CO CHUXKEHHEeM (paKiuuu BeIOpoca. ApUTMHH U HApYUICHUs MPOBOIMMOCTH
cepana BbIABISIIOTCS Yy 70% OONBHBIX M OTJIMYAIOTCA OONBIIMM pa3zHooOpasueM. YacTeiMu
HapyLIEHUsIMU pUTMa SBJISIIOTCS CYIPaBEHTPUKYJIIpHAs TaXUKapAus, IOJUTOIHbIE U I'PYIIIOBbIE
9KCTPACUCTOJIBL. BBIpaKEeHHOCTh apUTMHMM KOPpENUPYET C TSHKECTBIO IOpaKeHMs cepAala U
CYIIECTBEHHO YXyJILIaeT MPOrHo3, OCOOEHHO Yy OOJbHBIX C OJAHOBPEMEHHBIM BOBJIEYCHUEM
CKEJIETHBIX MBILIL, U MOrYT OBbITh MPUYMHOM BHe3amHOH cmepTH. HapyuieHus npoBOoAMMOCTH
cepAlla MpOSIBJSIIOTCS B OCHOBHOM yJ/UIMHEHHEM uHTepBana P—Q, nedexramu BHYTpuU
KEITyI0YKOBOM MPOBOAMMOCTU U OJIOKanoi mepenHei jeBod HOXKM Iyuka ['mca. IlpusHaku
MHOKapIuTa HaOMIONAIOTCS MOYTH MCKIIOUMUTEIbHO Yy OOJNBHBIX C CHMITOMAaTHKON
MIOJIMMHO3UTA; MUOKApAUT aCCOLMUPYETCS C HU3KOM BBDKMBAEMOCTbIO O0ibHBIX. IlopakeHue
nepukapia B BUJAE aJAre3MBHOIO U, PEXKE, IKCCYNATUBHOIO IEPUKApAWTa IpPU CHELUATbHOM
uccienoBanuu BoisBisierca y 70—80% OGonbHBIX U Yallle mpoTekaeT 6eccuMnToMHO. B penkux
ciny4asix HaONIOaeTcs 3HAUYMTENbHBIM BBIIOT B IEPUKApA, KOTOPBIH MOXET MPUBECTH K
TamnoHaze cepaua. CepaeuHas HEJOCTATOUHOCTh PA3BUBAETCS PEAKO, HO B CIIydasiX MOSBIICHUS
oTanyaercs pepakTEepHOCTHIO K Teparuy U HeOIaronpHusITHBIM MPOrHO30M. MI3MeHeHus cepaia
MOTYT Pa3BUTHCS BTOPHUYHO, BCJIEACTBUE NATOJOTUH JErKUX (JIEroyHasi TUIIEPTEH3H) NI TTOYEeK
(ckyepoepMUYecKuil MOYEUHbIN KpHU3).

ITopaxenue nouek: B kimHu4yeckux uccienoBaHusx B cpegHeM y 50% OOJbHBIX BBISBIISIOTCS
T€ WM UHbIE NPU3HAKU MOYEYHOW NUCQYHKIUU: NMPOTEUHYpHs, FeMaTypHs, HE3HAUUTEIbHOE
IIOBBIIICHUE YPOBHSI KpeaTMHMHA B KPOBM, apTepuaibHas runepreHsus. CienyeT y4uThIBaTh,
YTO 3TU M3MEHEHUS MOrYT ObITh BbI3BaHBI M JPYTMMHU INPUUMHAMM, TAKMMU KakK cepleuHas
HEI0CTaTOYHOCTb, JIEFOYHAsI TUIIEPTEH3Us, HePOTOKCUUECKOE IeHCTBUE JIEKAapCTB U JIp.

* BelpaskeHHOE MOpa)k€HUe MOYEK — CKIECPOACPMUUYECKUN MOYECUHBIA KpU3, PA3BUBACTCA y 5-
10% OonpHBIX, IpeUMYIIECTBEHHO y OonbHBIX ¢ nuddysnoit popmoit CC/. XapaktepHbiMU
MIPOSIBJIEHUSIMHM  CKJIEPOAEPMUUYECKOr0 IMOUYEYHOI'O0 KpH3a SBISIOTCSA: OCTPO pa3BHUBIIAACS U
ObICTpOIporpeccupyomniasi ~ Mo4yeyHas  HEJOCTaTOYHOCTb,  OOBIYHO B OTCYTCTBHE

npeAmCCTBYOIIETO 3a00J1eBaHUs IMOYCK; 3JIOKAYCCTBCHHAs apTCpualibHasd THUIICPTCH3U,

21



aCCOLMMPOBAaHHAs C BBICOKMM YPOBHEM pEHHHA; HOPMaJIbHBII MOYEBOH OCaJOK WU
HE3HAUUTENIbHbIE M3MEHEHUs (MUKPOCKOIHMYECKass reMaTypus U mnporeuHypus). [Iporeunypus
MOXET BBISBIATHCS 3a70Jr0 10 Pa3BUTHA MOYEYHOTO KPU3a M YCHIIMBATHCS NPU PA3BUTHH
IAHHOTO OCJIOKHEHHS, HO OOBIYHO HE OBIBAET 3HAYUTENILHOH.
* I3MeHeHus, CBSI3aHHBIE C ITOPAaXXEHUEM ITOUYEYHBIX COCYJ0B U apTepHAIbHON TMIIEpTEH3HEH, B
TOM qucie MUKpPOaHTHONaTHYECKas (HEeMMMyHHas1) reMOJIMTHYECKAs aHemus,
TPOMOOITUTONIEHUS, THUIEPTEH3UOHHAsI »JHIedanonatus u peruHomaTus. OCOOEHHOCTHIO
CKJIEpPOJIEPMHUYECKOT0 MOYEYHOr0 KpH3a SBJSETCS BHE3alHOE Hauajo, 0e3 MpenmiecTBYHOIIUX
npu3HaKoB-ipeABecTHUKOB. [IpubGmusutensHo y 10% OonbHBIX moBbimeHuss AJ] He
Ha0JII01aeTCsl — TaK Ha3bIBa€MbIi HOPMOTEH3UBHBIMCKIIEPOAEPMUYECKUI NTOYeuHbIi kpu3. be3s
neyeHuss (oObIMHO B TedeHME |—2 Mec) pas3BUBAaeTCs TEPMHUHAJIbHAs IOYEUHAs
HEe0CTaTOYHOCTh. (DaKkTopaMH pHUCKA CKJIEPOJEPMHUYECKOr0 IOYEYHOro KpH3a SBIISIOTCS
muddysnas popma, nmpuém Beicokux 103 ['K (6onee 15 mr/aens), AT k PHK -nomumepase I11.
ITopaxenue HepBHOI cucTembl: [loIMHEBPUTHUECKUN CUHAPOM, KOTOPBIM MOXKET OBITH
cBsizaH ¢ (eHoMeHOM PellHO WM NEepBUYHBIM MOpaKEHHEM Mepudepruueckux HEpBOB.
TpuremunanbHast ceHcopHas HeBponatus Habmoaaercsa y 10% OoNbHBIX U MPOSIBIISETCS OAHO-
WIN JIByCTOPOHHMM OHEMEHMEM JIMIla, UHOIJIa B COYETAaHUHU C OOJIBI0 MJIM HapecTe3usMu. Y
6onpHBIX T y3noi hopmoit CCJ gyacTo pa3BuBaeTcs CHHIPOM 3arsAcTHOro kaHama. K npyrum
nposisnieansiMm CCJl otHocsites cunapom Illérpena (20%), mopakeHHe NIUTOBHIHON KeIe3bl
(tupeonnut Xammmoto, TupeoguT Ae KepBeHa), Benyliee K pPasBUTHIO THIIOTHPEO3a;
NEpBUYHBIA ~ OWIMapHBIA  IHPpo3 y  OONBHBIX  JUMUTHpoBaHHOM  ¢opmorr  CCU.

[https://cr.minzdrav.gov.ru/schema/562 2https://rheumatology.org/search?term=scleroderma+

https://www.eular.org/website/search?search=systemic+sclerosis+&order=name+asc]

JlabopaTopHble HccIeJ0BAHMSA:

OAK (yBemmuenue COD, u3MeHEHHE TeMOTJI00MHA, SPUTPOIIUTOB);

OAM (rumocrenypus, IPOTCHHYPHUs, YMEHBIICHHE YIEIbHOIO Beca MOYH, IMOSBICHUE
LUAITUH/IPOB);

omoxumuyeckuii ananmu3 KpoBu (AnT, AcT, oOmmit Oemoxk u (pakiuu, TIFOKO3a,
KpeaTHMHHUH, MOYEBUHA, XOJIECTEPUH);

Antunykieapubie antutena (AHA) - moBblllIeHHE TUTPOB aHTUTEIL;

AHTUIEHTPOMEPHBIC - TOBBIIIICHNE TUTPOB AHTUTET,

Omnpenenenne AT k Tomouszomepase-1 (Scl-70) moBbIleHHE THTPOB aHTUTEL.
HNucTpymMeHTAIbHBIE HCCJIETOBAHNS:

Kanuwmnsgpockonust - HU3MEHEHHME  COCYJOB  HOITEBOro  Jioka (IIpU  HaJIM4YUU

22


https://cr.minzdrav.gov.ru/schema/562_2
https://cr.minzdrav.gov.ru/schema/562_2
https://www.eular.org/website/search?search=systemic%2Bsclerosis%2B&order=name%2Basc

KalWUIIPOCKOIIA);
OKI' (mapyiieHus puTMa 1 IPOBOJUMOCTH );
Pentrenorpadus o63opHast opraHoB rpynHoi kietku (OI'K) wumHTepcTHIMANBbHOE
MopakeHue Jerkux (MaToBO€ CTEKJIIO);
OxoKI' - Hanuuue eroyHoi runepTeH3uu;
KT-opraHoB rpynHOH KJIETKH - MU3MEHEHHE JICTOYHOM TKaHU M WHTEPCTUIUAJIbHBIC
MTOBPEXICHUS;
peHTreHorpadusi CycTaBoB - MPU3HAKH apTPUTa, OCTEONIN3a, KaJbIIMHATOB;
OT'IC - npusHaku 330¢aronaTiy, racCTponaThy.

[https://cr.minzdrav.gov.ru/schema/562_ 2https://rheumatology.org/search?term=scleroderma+

https://www.eular.org/website/search?search=systemic+sclerosis+&order=name-+asc]

IMoka3zanus 1J151 KOHCYJIbTAUHHU CTIENHATUCTOB:
KOHCYJIbTallUd ACPpMATOJIOra — BACKYJIUT C MOPAKCHUEM KOXKU, CIIM3UCTBIX;
KOHCYJIbTAllUd HCBPOIIATOJIOra — B CJIydac pasBUTHA HGBPOHOFH‘IeCKOﬁ CHUMIITOMATHUKU,
KOHCYJIbTallMsd IICUXHATpa — IMPU HAJIUYUKU TCUXOTUYCCKHUX paCCTpOﬁCTB AJi1 pCUICHU A
BOIIPOCA O  HA3HAYCHWHM  TICHXOTPOITHOW  Tepamuu, HeoOXOAMMOCTH  JICUYCHHS B
CIeUaTN3UPOBAHHOM CTalroHape (mcuxos, JeTrpeccus, COIPOBOXKIAOIINECS
CYULIUIATTbHBIMU MBICIISIMU )
KOHCYJIbTAalHsI OTaIbMOJIOTa — TPU MOPAKEHUU TIa3 (YTOUHEHHE MOPaXEHUsI CTPYKTYP
opraHa 3peHHsl, Ha3HaueHHEe JIOKATbHON Tepanun);
KOHCYJIbTAallUs OTOJIAPUHTOJIOra — IIPU IMTOPAKCHU N HOP-OpFaHOB;
KOHCYJIbTallusAd He(bponora — I OIIPCACIICHUSA TAKTUKH JICHCHUA TIPHU ITOPAXKCHUU TTOYCK;
KOHCYJIbTalluA (bTHSHana — HCKJIIKOYCHHUC WM TIOATBCPIKACHUC CHCHI/I(i)I/I‘IeCKOFO
npoiiecca Ha poHe JeueHHS;
KOHCYJIbTAIlMsl aHTUOXUPYPra — ATUTEIbHO HE3a)KUBAIOIUE S3Bbl HA KOHEYHOCTSIX;
KOHCYJIbTAIlMsI XUpYpra — MpU HaTM4uu OoJiell B KUBOTE, COMPOBOKIAIOLICHCS PBOTOM
«ko(erHoi rymm», Auapeu, NpoBeaeHue OMONCUU KOKHOTO JOCKYTa, IOYEK, JIETKOTo;
KOHCYNbTAllMsl ~ aKyllep — THHEKOJora — COBMECTHOE HaOMIoeHHe B  MEpUo.
OEpEMEHHOCTH;
KOHCYJIbTaIlMsl OHKOJIOra — IIPU MOJJO3PEHUHU Ha OHKOJIOrHYecKoe 3a00eBaHuE;
KOHCYJIbTallusl CTOMATOJIOra — IIpH A3BCHHOM IOPAXKXCHUHN CIM3UCTLIX IMOJIOCTU PTa;
KOHCYJIbTAIIMSI TACTPOIHTEPOJIOTa — 3PO3UBHO-A3BEHHOE MOPAKEHHE >KEITYJOUYHO-

kumeyHoro Tpakra (JKKT), a3o¢arur.
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[https://cr.minzdrav.gov.ru/schema/562 2https://rheumatology.org/search?term=scleroder

ma+ https://www.eular.org/website/search?search=systemic+sclerosis+&order=name+asc]

BonbHbie C NpeanonaraemMbiM AUMarH030M CUCTEMHOrO CKNepo3a UMeioT:
- (hbeHomeH PenHo
— OTeK KUCTeN/CKNepoaakTunuio
— No3uTueHbI N0 AHO

1-#t atan: nogoapexue Ha CCA

Y

Y OcMOTp nauueHTa peBMaTonorom:
2-i aTan: AMarHocTuKa — KanunnapocKonus
- Bbisgnexune Scl-70, ALUA

s Y
Vi

Y

Ecnu HeratusHbI:
OuddepeHunanbHan guarHocTuka
OcMOTp ApyruM cneyuanucTom

Ecnu no3uTueeH x0TA Obl OANH NPU3HAK, YCTAHABNUBAGTCA ANArHO3
paHHe# cknepogepmuun. Haszxavaetca obcnegosanue: KT rpyaHOi KneTku,
(hYHKUMOHaNbHbIE NeroYHble TeCTbl, MaHOMeTpua nuuiesoaa, IKIM u IxoKr

Y

MNaronoruu Het — HabnogeHue aTonorua ectb — NeYeHne COrnacHo KNMHUYECKUM PeKOMeHaauuam

Pucynok 1. Aaroputm panneii nquarnoctukun CCJJ

Taoauua 3.

JAMarHocTH4YeCKUM aJropuTm

IlepBblii ypoBeHb THATHOCTUKU:
Huarno3 CCJ] HeoOXxoammo 3armo03puTh MpH:
* Hamnume ¢penomena PeitHo, yIIOTHEHUS TPOKCUMAITBHBIX OT/ACJIOB KOXKH BEPXHUX U
HI)KHUX KOHEYHOCTEHN
* OTEYHOCTh KUCTEU
* [TonoxuTeNbHBIN aHTHHYKJICAPHBIH (pakTop

Hanmnune onHOro u3 BBIIENEPEYNCIEHHBIX CUMIITOMOB, IIEPEX0 HA BTOPOM YPOBEHb

Bropoii ypoBeHb 1HATHOCTHKH:

» Kammnsipockonus

* Brissiienue antuten k Tonousomepase (SCL 70)
[Tpu oGHapyxeHHUU XOTS Obl OJHOrO M3 3TUX (PAKTOPOB IPHU HAIWYUH CUMIITOMOB IIE€PBOIO
YPOBHS HEOOXOAUMO 3aMOI03PUTh CUCTEMHBIN CKIEPO3
Boabmoil kpurepuii: TPOKCUMaIbHAs CKJIEpOJepMa - JIBYCTOPOHHEE, CHMMETPUYHOE
YTOJIIIEHWE, YIUIOTHEHWE, HWHIYpalMs, CKJIEpO3 JEpMbl MajbLEB, KOXU KOHEYHOCTEH
IPOKCUMAJBbHO OT IISICTHO-(AJAHTOBBIX M IUIIOCHE-(allaHTOBBIX CyCTaBOB, BOBJICUECHHE
KOXKHBIX ITIOKPOBOB JIMLIA, I€U, TPYJHOHN KIIETKH, )KUBOTA.

Mauible KpuTEpUH:

24



https://cr.minzdrav.gov.ru/schema/562_2
https://cr.minzdrav.gov.ru/schema/562_2
https://rheumatology.org/search?term=scleroderma
https://www.eular.org/website/search?search=systemic%2Bsclerosis%2B&order=name%2Basc

CxuepogakTuius

Nimemuyeckue TUTUTAIbHBIE PYOUHKI

JIBycTropoHHMI1 0a3anbHBINA JerouHoi Grudpo3

Hanu4yue 00J1b1I0T0

KpHUTepHUsi CBUIETEIbCTBYET

B noJab3y CC/I

Hanuyue aByX MaJibIX
KpuTepueB

ceuaeresberByet 0 CCLL

Hanuumne AByX MajibIX U
OJTHOTO 00JILIIIOr0
KpHUTepui

ceuaeresiberByet 0 CCJ

[https://cr.minzdrav.gov.ru/schema/562 2https://rheumatology.org/search?term=scleroderma+

https://www.eular.org/website/search?search=systemic+sclerosis+&order=name+asc]

JAnddepenumanbHblii A7UATHO3 W 000CHOBAHME TOMOJHHUTEIBHBIX HCCJIEI0OBAHUIL:

JAudpdepenunanbuas auarnoctuxka CCJJ

Tao6auua 4.

JAunarno3 Oo0ocHoBanme 11s Oo6caenoBanus Kpurtepuu nuckiroyeHus
au¢pdepeHIHATBHOM AMArLosa
AUATHOCTUKH
Onyxonb- Bapuant Kommiekc OO0HapyXeHO yBeIUueHHE
aCCOLIMUPOBaHHAs IMapaHEeONIaCTUYECKOTO | TUCTOCOBMECTUMOCT | KOJIMYECTBA HLADR2
CKIIepoJepMuUs CHUHIpOMA, koropsiii | 1 HLA DR2 AHTUTE€HOB y MALUEHTOK C
IIPOSIBIIETCS CCIl u pakoM MOJIOYHOMH
IIPEUMYIIECTBEHHBIM HKEJIE3Bl
pazButHeM (ubpo3a B
MepUaPTUKYIIIPHBIX
TKaHSX,
KOHTPaKTypaMH
Cunnpowm Peiino Hamnuue Kanumnsapockonus, | HepaBHOMepHO
nepupepuIecKux YJIBTPO3BYKOBAs pacimypeHHbIe
Ba30CI1a3MOB noreporpadus KAWL pHBIE TETIIN
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Do3uHOpUIHSA

nepudepudeckon

KpoBH, Yyckopenue COD,
YBEJIMUYCHUE CPb 51
MOJIMKIIOHAJTbHA

Tr I/IHepFaMMaFHO6y.HI/IH€MI/I
s
B KOXHO-MBbIIIICYHOM

OouonTtare OOHApPYXKUBAIOT

WNHnypaums KOXU
¢bubpo3 u
HauWHAETCSA c| OAK, CPBb,
BOCHAJINTEIbHBIC
peArieanii W/WIH | TTIO0 yJIUHBI KPOBH.
Juddy3ubrit UHOUITBTPATHI u3
rojeHell ¢ BO3MOXHBIM | buoncus KOXKHO-
H03MHO(PUIILHBIN TUMQOITUTOB,
pacrnpocTpaHEeHHEM  Ha | MBIIIEYHOT O
dacuut MJIa3MOLIUTOB,
MPOKCUMANbHBIE OTIENbI | JOCKYyTa
TUCTUOLIUTOB u
KOHEYHOCTE! u
203UHO(PHIIOB,  KOTOPBIE
TYJIOBULIA
OXBaTHIBAIOT KOXY,
HOJKOXKHYIO TKaHb,
dacuui0 U MBIIIEYHYIO
TKaHb, a HauOOJNbIIHE
U3MEHEHHUSI BBICTYNAIOT B
dacuuu 1 rIy0OKHUX CIOAX
MOJIKO’KHOM TKaHHU.
Hamuume so3unHOpUIOB B
UH(UIbTpATE.
B riybokux ciosix nepmsl
Bripaxennas - HaOyXx1me
uHAypauus B objactu pacIleIuIeHHbIE
buoncus u
Ckrneponepma AWML, IIeH, IJIeYEeBOro KOJUITar€HOBbIE  BOJIOKHA
TUCTUOXUMHYECKHE
Bymike nosica. ITocne pa3aBUHYTBl  TaK,  4TO
. UCCIeI0BaHus
nepeHeceHHOW WH(EeKIn MEXKIYy HHMH OCTalOTCS
U IIPOCTPAHCTBA,
3aroJHEHHbIE
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METaXpOMaTHYECKU
OKPAITUBAOIIMMCS
BEILIECTBOM
(rnaxypoHOBasi KHCIIOTA).
I'ucroxumuaeckue

HUCCIICAOBaHHUA BBISABIIIIOT,

4TO MYIUHOIIOA00HOE
BEILECTBO €CTh
MYKOIIOJINCAXapH]I.
OnuaepMuc  HOpMaJleH,
UHOT 1A C
HE3HAYUTEIILHBIM
THIIEPKEPATO30M.

MynbTuoKanbHbI

i pubpo3

Jlokammzamust  ¢ubpo3a:
PETPONEPUTOHUAIIBHO,
WHTPOIIEpUTAHEATIBHO U

MEAUaCTCHaJIbHO

buoncus

1.®ubpo3Hass TKaHb C
YBEJIMYEHUEM KOJIMYECTBA
IJ1a3MaTUYECKUX  KIIETOK,
¢bubpodIacToB

2. 1lepuBackynsipHas
UHQUITBTpALIHS

3. Hekpotusupyrommuit

BACKYJIUT

[https://cr.minzdrav.gov.ru/schema/562 2https://rheumatology.org/search?term=scleroder

ma+ https://www.eular.org/website/search?search=systemic+sclerosis+&order=name+asc]
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https://cr.minzdrav.gov.ru/schema/562_2
https://cr.minzdrav.gov.ru/schema/562_2
https://rheumatology.org/search?term=scleroderma
https://www.eular.org/website/search?search=systemic%2Bsclerosis%2B&order=name%2Basc

HAIIMOHAJIBHBI KJIMHUYECKUM IMTPOTOKO.I
MEJULAHCKOI'O BMEIIATEJBCTBA ITPH
CUCTEMHOM CKJEPOJEPMUN

TAIUKEHT - 2025
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4. Takmuka nevyenus Ha amoyiamopHoM yposHe:
HemennkamMeHTO3HOE JIeYeHHE:

M36erath MCHX0AIMOLMOHABHBIX HATPY30K, AU TEILHOTO BO3ACHCTBUS X0JI0/1a M BUOpAIH,
YMEHBIINTH TpeObIBaHUE Ha coiHIE. J[JiT yMEHbIIEHUs YaCTOThl U UHTEHCHUBHOCTH MPUCTYIIOB
Ba3oclma3Ma pPEKOMEHJIOBaTh HOIIEHHE TEMIOW OAEKIbl, B TOM YHUCIE COXPAHSIONIEe TEIIo
HIKHee Oellb€, TOIOBHBIE YOOPBI, MIEPCTSHBIE HOCKM U BapeXKu BMecTo nepuatok. C 3Toi xe
LETbI0 PEKOMEHJ0BaTh OOJIBHOMY MpPEKpallleHHe KypeHHUs, OTKa3 OT moTpebieHuss kode u
cozepkamux Ko(henH HaAMTKOB, U30eraTh nMpuéMa CUMNaToMuMeTukoB (3denpuH, amderamuH,
proTamMuH), 6eTTa aApeHo0I0KaTOPOB.

Juerorepanus ¢ UCKIITOUYEHUEM CJIAJIKOM, OCTPON M )KUPHON MULIH.

OOyueHre MalMeHTOB MPOBOJUTCA C YYETOM OCOOEHHOCTEH OOJIBHOrO M BKJIIOYAET
uHpOpMaLuIo 0 3a00J1eBaHUH, PEKOMEHAALINHU 110 U3MEHEHUI0 00pa3a *HU3HU U He0OXOAUMOCTH
BBIIOJIHEHUs ~ (u3HyeckuX  ynpakHeHuil. OOydeHue  HProHOMHUYECKHMM  METOJUKaM
(Tpynorepanusi) M MCIOJb30BAHUIO BCIOMOraTelbHbIX Ipucnocobsenuii. OOyuaromue
nporpaMmbl  caM0O3((EKTUBHOCTH U CAMOKOHTPOJISI JOJDKHBI OBITh OpPraHM30BaHbl Ha
IIOCTOSIHHOM OCHOBE.

B 3Tux nporpamMmax HCIoJb3yeTcss MU CUUILNIMHAPHBINA TpynnoBo noaxon. Ha sansatusax
pacckas3bplBalOT MAlMEHTaM O 3a00JIeBaHWH, JCHCTBUHU JICKApPCTB M HMX IMOOOYHBIX 3()PEeKToB,
3HaueHue (PU3NUECKUX YIpaskHEeHUH.

BriOop MeTONOB Jieu€HHs JOJDKHO OCHOBBIBATHCS HA COBMECTHOM pEIIEHUH MEXIY
MALUEHTOM U CIIELUAJINCTOM.

[https://cr.minzdrav.gov.ru/schema/562 2 https://rheumatology.org/psoriatic-arthritis-quideline

https://www.eular.org/website/search?search=psoriatic+arthritis]

MeaukaMeHTO3HOE JIeUeHHUe:

OcHOBHBIE HaIpaBJIeHUs MeIMKaMEHTO3HOM Tepanuu: COCYIUCTas,
IIPOTUBOBOCHAINUTENbHAS U aHTU (PUOPO3Has.
Ta6auna 5.
IlepeyeHb OCHOBHBIX JIEKAPCTBEHHBIX CPEICTB:
JlekapcTBeHHOE Yposen
Kpartn
cpeacTBo Cmnoco0 | Pa3o JdourenbHo b
(MexxIyHApO/IHOE Papmarosoririec BBeJleH | Basi OCTb | oTh Kkypea A0Ka3aT
yHap KHe rpynnsbl npume yp
HeMaTeHTOBaHHOe ust a03a JIeYeHUsl | eJIbHOCT
HEHUs
Ha3BaHHe) u

I'1rokoKopTHKOCTEPOUAHAS Tepanus

CHHTETHUYECKUHT
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TJTFOKOKOPTHKOCTEP 1-2
4-
MeTuinpeiHU30JI0H | O THBIN BuyTtps paza B | JIMTENBHO
lémr
rOPMOHAJIbHBIH CYTKH
npemnapar
CunTeTnueckui
TJTFOKOKOPTHUKOCTEP 1-2
15-
IIpenHu3010H OHJTHBII Bnytpb pasza B | JJIUTEILHO
20mMr
TOPMOHAJIbHBIN CYTKH
npemnapar
Ba3ucHble NPOTHBOBOCHAINTEIbHbIE MPeNapaThl
lpazs
2
[Muknodochamus MMMYHOJICTIPECCAHT | BHYTPb CYTKH. | JUIMTETHHO
MT/KT
lpazs
7,5-
Merotpekcat aHTUMETaboIuT BHYTPb Helen | IIUTENbHO
25 mr
10
1pa3B
7,5-
Mertotpekcat aHTUMETaboIuT /K Hezen | JUIUTENBbHO
25 mr
10
lpazs
Ulepaynomu g 20Mr p
JIEHb
QHTHUMETa00IUT BHYTPb TN TENTBHO
2pa3B
cyJbhacanazun MMMYHOZIEIIPECCAHT 500-
2000 | AcHB
BHYTPb T TETHHO
Mr
250- | 2-4
MuxkodeHnanara
ummyHoaenpeccaT | BHyTpb | 3000 | pasa B | uUTeNbHO
ModeTH
Mr CYTKH
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1 -2
3-5
[{ukocropuH MMMYHOJICTIPECCAHT | BHYTPh paza B | AJUTEIBHO
MI/KT
CYTKH
AnTndudépo3Has Tepanus
250- | 1-2
AnTHGUOPO3HBIN
[MeanmuiuiaMuy BHYTpb | 500M | pasa B | AIMTENBHO
npernapar
r CYTKH
AHTOTOHHUCTBI KaJIbIIMEBELIX KAHAJIOB
AHTOTOHHUCT
AmonunuH BHYTpb |2,5- |lpass
KaJIbI[UEBBIX IUTATEIBHO
20 Mr | cyTKH
KaHaJIOB
AHTOrOHUCT 30- 34
Juntnazem BHYTPb
KaJIbI[MEBBIX 180 |pasa B | mMTENBHO
IM'mapoxmopun
KaHaJIOB MD CYTKH
AHTOrOHHCT BHyTpp |10- |1-3
Hudenenun JUINTEIIbHO
KaJIbIIUEBBIX KAHAJIOB 30wmr|paz B
CYTKH
uHruouTops! AI1D
DHAIAITPHIT wHrIGHTOpE ATTD BHYTPb | 25. |1-2 IUTMTEIEHO
10 mr pas B
AHAJIOTH MPOCTATJIAaHAUHA
CHHTETHYECKUIN
1 paza
Wnompoct aHaJIor B/B, B/a | 10- 5-15 nueit
B
€CTECTBEHHOI'O 60 mrT KypcaMmu
CYTKH
npocrarianauaa Ea
CHHTEeTHYECKUHI
Anmpocraauin aHaJIOT B/B, B/a | 10- 1 pa3 B | 5-15 nHewt
€CTECTBEHHOTO 60 Mr | cyTkH | Kypcamu
npocTarijananHa E:

Nuru6utopsr @ochoaudcrepaspi-5
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HNHrnouropb!
25-
Cunenadun (dbepmeHTa lpazs
BHYTpb | 100m JUINTENBHO | A
dochoauscrepaspi- CYTKH
r
5
BazoauasTupyomme, aHTHONPOTEKTHBHbIE CPeEICTBA
Bazogunsatupyromm
Buytps | 75-
e, 3 pa3 B | 1-3 mecsa,
Junupunamon 150 C
AQHTUOMPOTEKTUBHBI CYTKH | Kypcamu
Mr
€ cpencrsa
HeceslekTHBHbIE AHTATOHHUCTHI PelENITOPOB IHAOTEJINHA-1
HecenextuBHbIE
62,5- | 2 pa3za
AHTArOHUCTHI
bozentan BHYTpb | 125M |B JUIMTENBHO | A
pELenTopoB
r CYTKH
sHmoTennHa-1
Tabaunua 6.
IlepeyeHb 10MOJHUTEIbHBIX JIEKAPCTBEHHbBIX CPEICTB:
JlekapcTBeHHOE Crnoco | Pa3o Kparn | [liiurenbH | YpoBeHb
DapMaKoJI0TrH4ecK
cpeacTBO 0 Basi ocTh ocTh AoKa3zarte
U € IPynnbl
(MeRTyHApOIHOE BBeJIe | /1032 npume Kypca | JBHOCTH
H
HEMATeHTOBAHHOE ust HEHHS | JIeYeHHs
Ha3BaHMe)
HecTepouanbie MPOTHBOBOCTIATUTEIbHbIE MPeNapaThl
75- 1-3
[TpousBoHbIN
Jukiodenak Brytps | 100 pa3 B | Kypcamu C
YKCYCHOM KHCIIOTHI
Mr CYTKH
IIpousBosiHOE
1-2
OKCHKaMma, 7,5-
Menokcukam Bnytps pa3 B |Kypcamu C
CEJICKTUBHBIN 15 mr
CYTKH
uarnoOuTop L{OI'-2
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8-
[IponsBonHoe
32mre |1-2
OKCHKaMma,
JlopHokcukam BHyTpb| cyTK U | pa3 B |Kypcamu
CEJICKTUBHBIN
CYTKHU
uaruouTop L1OI'-2
o
60-
1-2
BHYTpS | 120
OTOpUKOKCUO Koxcu6st paza B | IJIUTENBHO
MI' B
CYTKHU
CYTK U
OnuonaHbie aHATBIeTUKHA
OnuouTHbII 50r- 1-2
B/M,
Tpamanon HapKOTUYECKUM 100m pa3 B |Kypcamu
B/B
aHaJIbIeTUK r CYTKHU
OnuonaHbIi 50mr |1-2
TpamaoJ HapKOTUYECKUI Buytpe | IMi1,2 | pa3 B | Kypcamu
aHAJIbIeTUK MII CYTKHU
IIpoxnHeTHKH
1-3
Mertoknonpomua [TpokuHeTHKH B/M 2Mn pasa B | 1-3 mHs
CYTKHU
3 pasa
10-
MertoknonpoMug [Tpoxunernku BHYTPb B Kypcamu
30mr
CYTKHU
AHTHKOAryJISIHTBI
AHTHKOATYJISIHT /K
( ¥ 0,4-0,6 |2 pasa
IPAMOro €M CTBUA - | SHOKCAapuH M
renapuH B ICHE | []o cxeme
.| HaTpHsi, HAApONapuH
HU3KOMOJIEKYJISIPH I WHJIMBHTya
) KaJIbIIHS b HO
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https://www.vidal.ru/drugs/molecule/717
https://www.vidal.ru/drugs/molecule/717

(AHTHKOATyJSTHT ['enapun 1-4
IPSIMOTO JICHCTBHUS - | CPEHEMOJIEKYJISIPHBI /K WHIIMBU C
i) remapuH HaTpUsI nyamp | Pasd
®naxonsl 5000 HO Mo cxeme
ME/mn MHIUBUTYaIT
b HO
1pa3B
BHYTPb | 75- mrensHo  (C
ALICTUICATMIMIIOBAS | TaGeTkH, BHYTpb 100Mr | CyTKH
KHCIIOTa
I'eHHO-MH KeHepPHbIe OMOJIOTHYeCcKHe MpenapaTbl
Toumm3symab WmmyHonenpeccanr, | B/B 80- 1 pa3B | mmTensHO | B
0J10KaTOP 400 MeCsII
peLenTopoB mr, 8
UHTEPICHKUHA 6 M Ha
KT
Beca
Putykcumab I'UBII, ¢ma | 1000 1-p1ii 1 mreibHo | B
MPOTHBOOITYXOJIEBOEC KoH | (500) | 15-prii
BI MT, JICHb
CPENCTBO M3 TPYHIIBI | 5 A
MOHOKJIOHAJIBHBIX mr/5 375 )
0 M1 MI/M
aHTUTEN KOH TIOBEpPX
IEHT HOCTHU
par Tena
1S 1 pas
IpUr B
OTOB HCICT
JIeHU LA
g POTS
pacTBo eHH
u 4
pa s
Hepl,
UHDBEKII
Hii, B/B
Karelb
HO,

Pemienne o Ttepanuu ['MBII npuHuMaer pervoHalbHas

(cormacuo mnctpykuuu mno nposenennto ['MBIT). Jleuenne I'MBII npoBoauTcst moj KOHTpoJieM
Bpaua-peBMaToJiora, uMeroniero onsIT quarsoctuku u sedenns CCI; Mudy3un npoBoasTcs B
KaOHMHEeTe IeHHO-UHKEHEPHOU Tepannuy COrjiaCHO HMHCTPYKIIUH.

Onenka 3¢ dextuBnoctu BIIBII npoBoguTcs B cpoku 3 u 6 MecaleB ¢ MOMEHTa Hadaja

TCpallnu, Koraa JOJDKHO OBITH MMPUHATO PCHICHUC O IPOJOJLKCHUU )IaHHOﬁ TCpalnu Huin

34

OKCIICPTHAA KOMHUCCHUA




HEOOXOJUMOCTH €€ yCUJICHUS.

[https://cr.minzdrav.gov.ru/schema/562 2https://rheumatology.org/search?term=scleroder
ma+ https://www.eular.org/website/search?search=systemic+sclerosis+&order=name+asc]
MOHI/ITOPI/IHF COCTOAHUSA IMAllMECHTA:

e PekoMeHIyIOTCS TUCTaHCepu3aliis U BpadyeOHbI OCMOTp OIMH pa3 B 3-6 Mec.

e Pexomenayrorcs HaOMrOIeHNE Yy Bpada OOIIEH MTPaKTHKH, PEBMATOJIOTA.

e bobHbIe JOJI’KHBI OBITH NpeaAynpexKACHBI O H606X0)II/IMOCTI/I JOITOJIHUTCIIBHOI'O
MOCCHICHUA Bpada IMIpU IOABJICHHUU HOBBIX CHUMIITOMOB, YKa3bIBaAlOIIMX Ha BO3MOKHOC

pasButue ocnoxkHenuit CCJI.

Nuaukarop 3(p(peKTUBHOCTH JIeYeHHs:

- CHI)KeHHe aKTUBHOCTH 3a00JI€BaHUS

- Viydmienue (yHKIMOHATBHOW aKTUBHOCTH OPTraHOB M CUCTEM

- OTcyTCcTBHE TPOrpecCHpOBaHMs 3a00JIEBaHUN M OCIOXKHECHUM.
JAnarHocTuka M JjedeHHe HA 3Tane CKOPO HEeOTJIOKHOW MOMOIIHN:
JAuarHocTuvyeckue MeponpusTHs:
- cOop xano0, aHaMHe3.
MeaukaMeHTO3HOE JIeUeHHue:
- KanTorpuia 25 mr
TakTuKa JiedeHNs] HA CTALMOHAPHOM YPOBHe:
HemennkaMeHTO3HOE JIeueHHe:
- M36erath NCHUX03MOIIMOHANIBHBIX HArPY30K, XOJI0Ja U BUOPALIMIA;
- Jlms yMeHbIICHHS TPUCTYNOB Ba3ocla3Ma PEKOMEHJIOBAHO HOIICHHWE TEIJIOW OIEXKIbl,
OTKa3a OT KypeHHs, MOTpeOsieHuss KOo(peruH CcoaepkKaluxX MPOAYKTOB, H30erath IpuemMa
CUMIIATOMHUMETHKOB U OeTa-aApeHO00I0KaTOPOB.

MeaukaMeHTO3HOE JiedeHue (B 3aBUCHUMOCTH OT CTCIICHHU THIKECTH 3a60.11eBaHml)

Taoauna 7.
IlepeyeHb OCHOBHBIX JIEKAPCTBEHHBIX CPEICTB:
JlekapcTBeHHOE Ypose
Kparno | Juureas
CpeacTBO Cnocod Hb
DapMaKoJI0rH4ecKn PazoBa |cTb HOCTh
(MexxTyHApPOAHOE BBeJeH J0Ka3
€ Tpynnbl s1/103a | MPUMeEH | Kypca
HeNATEeHTOBAHHO ust areJib
eHHusl JIeYeHHu s
e Ha3BaHue) HOCTH
['TIOKOKOPTUKOCTEPOUTHAS TEPATTHS
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https://www.eular.org/website/search?search=systemic%2Bsclerosis%2B&order=name%2Basc

CunreTnuecKkui

250-
MeTunpenHu3on | TTIFIOKOKOPTUKOCTEPOU 1 pa3 B
B/B 500- 3-5 nHent
OH JTHBIA TOPMOHAJIBbHBIH CYTKH
1000Mmr
nperapar
CunTteTndyeckuit
MetunnpenHu30a | IIFOKOKOPTUKOCTEPOU 1 pa3 B | nuTensH
Buaytps | 4-16Mr
OH JIHBI TOPMOHAJIBHBIN CYTKH 0
npenapar
CunTteTn4eckuit
TITIOKOKOPTHKOCTEPOH lpa3  B| mnwTenbH
[Tpenuu3onoH Baytpp | 15-20Mmr
JHBIA TOPMOHAJIBHBIH CYTKHU 0
nperapar
basucHbIe MPOTHBOBOCTIAUTENBHBIC TTPETIapaThl
1 pa3 B
200-600
[Muknopochamuy | UMMyHOIEIPECCAHT B/B, B/M CYTKH. | Kypcamu
Mr
Muxkodenanara 250- 2-4 paza | IIIMTETbH
UMMYHOJICIIPECCAHT BHYTPb
MOdeTHI 3000Mr |BcyTkHu | o
1 -2
3-5 JUINTEIIbH
[Muknociopux UMMYHOJICIIPECCAHT BHYTPb paza B
MT/KT 0
CYTKH
7,5-25 1 pa3 B | murenbH
MeroTtpekcat AHTHUMETa0oIUT BHYTPb
Mr HENemo |0
7,5-25 1 pa3 B | mmTensH
Mertotpekcat AHTUMETA0OUT /K
Mr HENeo |0
AnTH(UOpO3HAs Tepanus
AHTU(HUOPO3HBIT 250- 1-2 pa3za | nuTeNnbH
[MennmumaMuH BHYTPb
npenapar 500mr |BcCyTKH |O

AHTOTOHMCTEI KaJbIIUEBBIX KaHAJIOB
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AMIOIUITNH AHTOrOHUCT BHYTpb | 2,5- 1 pa3 B | nyuTenbH
KaJILIIUEBEIX KAaHAJIOB 20 mr CYTKH 0
30-180 |34
Junrnazem AHTOrOHUCT BHYTPb JUTATENbH
MI' CyTK |paza B
TUAPOXIIOPHT KaJIBIIUEBBIX KAHAJIOB 0
u; CYTKH
10- 1-3
Hudenenun AHTOrOHHUCT BHYTpb JUIATENbH
30 Mr
KaJIbIIUEBBIX pas B |g
AHaJioru npocTarjiaH/InHa
CUHTETHYECKUI 5-15
Wnompoct B/B, B/a | 10-60 1 paza B
aHaJIOT €CTECTBEHHOT O JTHEN
MI CYTKH
npocrarianauaa Eq Kypcamu
CUHTETHYCCKHI 5-15
Anmpocraauin B/B, B/a | 10-60 1 pa3 B
aHaJIOI €CTECTBEHHOI'O bi1: (7
MI CYTKH
npocTaryianausa Eq KypcaMu
WNuruburops! Gpepmenta docdoamscrepasbi-5
NHru6utopst
CunaeHadun 25- 1 pa3 B | MTENBH
depmenTa BHYTPb
100mr | cyTkmn 0
docdoausrcrepasbi-5
Bazogunsrupyromme, aHTHONPOTEKTUBHBIE CPENCTBA
Bazonunsatupyronme, | BHyTpb 1-3
75-150 |3 pa3 B
Jummupumamorn AHTHOITPOTEKTUBHBIE MecsIa,
MI CYTKHU
CpeicTBa Kypcamu
B/B 5
Bazonunstupyromme, | B/B, B/a, CYTOK,
100-600 | 1-3 paza
[TeHTOKCU(DWILIMH | aHTHOIPOTEKTUBHBIC BHYTDb; BHYTpbH 1-
MI B CYTKH
CpeacTBa 3 Mecsna,
Kypcamu

HecenexkTuBHBIE aHTAarOHHUCTHI pPeucuTOPOB BHI[OTGJ'H/IHa-l
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HecenextuBHbie
AQHTar OHUCTbI 62,5- 2 pa3za B | IIIMTEIbH
bozenTtan BHYTpb A
perenTopoB 125mMr | cyTkmu 0

sHIoTeInHa-1

Ta6aunua 8.
IlepeyeHb 10NMOTHUTENbHBIX JIEKAPCTBEHHBIX CPE/ICTB
JlekapcTBeHHOE Cnocod Kpartno | Jaurens | Ypose
dapMako0ruyec Pa3zoBa
cpeacTBO BBe/ICH Msl CTh HOCTh Hb
KH € TPyNibl 51 1032
(MexkTyHAPOIHOE NMpHMeEH | Kypca A0KAa3
HeNaTeHTOBAHHO eHuUsl JICYeHHUsl | aTesib
e Ha3BaHUe) HOCTH
Hecreponaabie mpOTUBOBOCHIATUTENBHBIC MTPENapaThl
[TpousBoHbIN 1 pa3 B
Juknogpenax B/M 75 mr S nHen C
YKCYCHOU KHCIIOTBI CYTKH
MPOU3BOTHOCOKCHKA
1 pa3 B
Mernokcrukam M a, B/M 15 mr 5 mHen C
CYTKH
CETICKTHBH
pIif uHrHOUTOP LIOI'-
2
IIPOM3BOTHOEOKCHKA
8-16mMr |1-2pa3zB
JlopHokcukam M a, B/M, B/B kypcamu | C
B CyTKH | CyTKHU
CEJIeKTUBH
piif uaruduTOp L1OI -
2
OnuonaHbie aHATBIETHKN
OnuonIHbIN
50r- 1-2 pa3
Tpamamon HAPKOTUYECKUH B/M, B/B kypcamu | C
100mr | B cyTKH
aHaJIbIeTHK
OnuouTHbIN 50 mr
1-2 pa3
Tpamanon HapKOTUYECKU Bnytpp Imi,2 kypcamu | C
B CYTKH
aHaJIbIeTHK MIT
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IIpoxkuneTnKH

1-3 paza
Mertoknonnpomuy | [IpokuHeTHKH B/M 2MI1 1-3 nus
B CYTKH
3 pazaB
Mertoxknonpomun | [Ipokunernku BHYTPh 10-30mr Kypcamu
CYTKH
['eHHOMHKEHEPHBIE OMOJIOTHYECKUE TIPETIapaThl
80-400
NMmyHOZEenpeccaHT,
MT 1 pa3 B | ymTenbH
Tounmizymab 610KaToOp B/B
8Mr/kr | mecsir | o
pernenTopoB
Beca
UHTEpIIECHKUHA 6
Putykcumatd I'UBII, ¢makon | 1000 1-p1ii 1
POTHBOOITYXO0JICBOE bl (500) 15-prii (MIATCIRH O
cpencTBo u3 rpymnmst | 500mMr/5 | wmr, JIEHb UJIN
MOHOKJIOHAJIbHBIX 0 M 375
AHTHUTEN KOHIICH mr/m?
Tpat IMMOBCPXH
ISt OCTH
IIPUTOTO Tena 1
BJICHUSA pas B
[pacTBopa HEIICJII0
MHBEKIINHI, HPOTAK
B/B cHnn 4
KareiabHO, HCH,

39




YaurpiBasi MeKIYHAPOAHBIA ONbBIT M B cooTBercTBUM ¢ BepcussmMu EULAR
PEeKOMEHIANMU CrTPYNNHPOBAHBI MO CHCTEMaM OPraHoB MJIHM HauboJiee TSKeJIbIM
KJIMHUYeCKHM CHHIpOMAaM.

Cunapom Peiino n nmemudeckue aururaiabubie si3Bbl. [Ipu CP, accormuupoBannom ¢ CCJI,
BCeM OOJIbHBIM PEKOMEHAYETCS MPOBOAMTH JIUTENbHYIO JIEKApCTBEHHYIO Tepanuio. JleueHue
CUMTAETCsl YCHEUIHBIM MpPHU YMEHBIIEHWH YacTOThl M BBIPAKEHHOCTH SIMHU30/I0B Ba3ocrma3Ma U
OTCYTCTBHH TMOSIBJICHUSI HOBBIX HIIEMUYECKUX MTOBPEKICHUN.

e brnokatopsl  KaJbLIMEBBIX  KaHaJoB  (QHTAarOHMCTHl  KaJblUs), TpPEeXKIE  BCEro
JTUTHIPOITPUINHOBEIE TPO3BOAHBIE (TJIaBHBIM 00pa3oM HHUQENUINH), PEKOMEHIYIOTCS Kak
npenapatbl TepBod JUHUM, [IpeAmoYTUTENbHBIMU SIBIAIOTCS JJIMTENBHO JEHCTBYIOIINE
AQHTarOHMUCTHI KaJbIUs. YPOBEHb YOETUTENbHOCTH peKOoMeHIaluii A (ypoBeHb JOCTOBEPHOCTH
nokaszarenbcte — 1) KommeHTapum: Meta-aHaiu3 paHIOMHU3HPOBAHHBIX KOHTPOIUPYEMBIX
UCCJIEZIOBAHUN II0Ka3all, YTO KaJbL[MEBble OJIOKATOPbl YMEHBILAIOT YAaCTOTYy M BBIPAXKEHHOCTb
atak CP, accormuupoBannoro ¢ CCJ] mo cpaBHeHUIO ¢ mianeoo.

o [lpu Her(p(PEeKTUBHOCTH, MM HATUYUU TMPOTHUBOMOKA3AHHN K JIEUEHUIO AHTAarOHUCTAMHU
KalbIUsl, WJIM PAa3BUTHUS HEKEJATENbHBIX SBICHUI PEKOMEHIyeTCs Ha3HAYEeHUE CEJICKTHUBHBIX
uarubutopop ®J1D-5 tuma. VYpoBeHb yOemuTENbHOCTH pekomMeHganuii A (ypOBEHb
JI0CTOBepHOCTH noKka3aTenbeTB — |) KommenTapum: Mera-aHamu3 6 paHIOMH3HPOBAHHBIX
KOHTPOJIIMPYEMBIX HcchenoBaHuil s dexktuBHOCTH UHTHOUTOpoB DJ[D-5 Tma (2 ¢
cunenaduiom, 3 ¢ tananadpunom u 1 ¢ Bapaenaduiom) npu CP, acconuupoBannom ¢ CCJJ
MoKa3aj, 4TO 3T MpernapaTsl YMEHbIIAIOT YaCTOTY, BHIPAXKEHHOCTh M JJIUTENbHOCT aTak CP, a
KaJIbLIUEBbIE OJIOKATOPHI YMEHBILAIOT YACTOTY U BBIPAKEHHOCTh Ba30CMa3Ma.

e Ilpu wHesdpdexTuBHOCTH TEPOPATHHOI Tepanmuu (BKJIIOYAss AHTarOHUCTHI KalbIlUsi U
unruouropsl ®J19-5 tuna), npu BeipaskeHHOM CP pexoMmeHayroTcss MpOCTaHOMbI (MIOIPOCT,
anmpocTagwi). YpOoBeHb yOeOUTeNbHOCTH pekoMeHnauuid A (YpOBEHb JTOCTOBEPHOCTH
nokazarenbetB — |) Kommentapun: Mera-ananmus PKU (5 ¢ BHyTpUBEHHBIM HIIONIPOCTOM, 1 €
HepopalbHbIM  HJIONPOCTOM, 1 C TMepoalbHBIM IM3alMPOCTOM) TMOKa3ad, 4YTO HJIOMPOCT
3¢ deKTUBHO YMeHbIIal 4acToTy U BelpaxkeHHOCTh CP npu CCJI, mo cpaBHEHMIO € II1aLe00.
BuyTpuBenHsblii unomnpoct 6osee 3¢p(HEKTUBEH, 0 CPABHEHHUIO C MEPOPaJbHBIMU (popMaMu.
Nnonpoct Haznayaetcs o 20-50 mr Ha uady3uro (0,5—2 Hr/kr/MuH) 3-5 THEBHBIMU KypcamMu
Kaxable 6-8 Hemenb. AJbIIpocTaauil Ha3HavyaroT Kypcamu o 10-15 BBeneHuii 2-3 pasza B roj mno
20-60 MKT (U TEenTbHOCTh MH(Y3UH HE MEHEE 3 -X 4acoB).

AHTaroHHWCTBl KabIlUs W TPOCTAHOHIBl MOTYT BBI3BaTh OJMHAKOBBIC TEMOJUHAMUYECKHUE

3¢ dexThl, 4T0 TpeOyeT MOBBIMIEHHOTO BHUMAaHHS K MOHUTOPHHTY BO3MOXKHBIX IMOOOUYHBIX
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3¢(deKToB mpu KOMOMHHUPOBAHHOM MPUMEHEHHH IMPENapaToB ASTHX KIAcCoB. Y OONBHBIX,
JICUEHBIX MTPOCTAHOUIAMH, Yallle OTMEYAIOTCS UIIEMUYECKHE KapIUOBACKYJISIPHBIE OCIOXKHEHUS,
MO9TOMY /10 Hayaja JIEYeHUs MPOCTAHOMAAMH y BCeX OOJBHBIX CIEAYET TIIATEIbHO OLEHUTH
KapAUOBaCKYJISIPHBIN PHUCK.

JururanbHble si3BbI.

e PEKOMEHJI0BaHO Ul YMEHBIICHHS CpPOKOB 3a)KMBJICHHMS JWTHTAIBHBIX $3B Ha3Ha4eHHE
CENEeKTUBHBIX HHTUOUTOpPOB DJ[D-5. YpoBeHb yOeAMTENbHOCTH peKkoMeHaanuid A (ypOBEHb
JIOCTOBEPHOCTH JI0Ka3aTeNbCTB 1)

Kommentapuu: HWurubutoper @D/D-5 Tthnma MOryT mnpenynpexiaaTb pa3BHUTHE HOBBIX
OUTUTaNbHBIX 513B. HasHauenue nnruburopos ®J[D-5 Tuma mamueHTaM, KOTOPBIM MPOBOIUTCS
JIEYEHUE TUIOTEH3UBHBIMM IIpernapaTaMH, MOXET MpUBECTH K cymmauuun os¢dekra u
BBIPAKEHHOW apTEPUAILHON TMIIOTEH3UH.

e [lanmeHTaM ¢ pPEUUIUBUPYIOLIMMH W/MIM MHOXXECTBEHHBIMM JUTMTAJbHBIMU SI3BAMHU
peKoMeH10BaHa MH(Y3UOHHAs Tepanus WIOHPOCTOM. YPOBEHb YOEAUTEIbHOCTH PEKOMEHAaluM
A (YypoBeHb 1OCTOBEPHOCTH J0Ka3aTeNbCTB )

KommenTapun: BHYTpUBEHHBI WJIONPOCT MOKET TMPENOTBPATUTh PAa3BUTHE  HOBBIX

JUTHUTAJIBHBIX A3B.

e [Ipy MHOXECTBEHHBIX IUTHTAIbHBIX $3BaX B cChydasx Hed(PPEKTUBHOCTH aHTAarOHHCTOB
Kanplust, WHrHOWTOpoB @DJ[D-5 THHA W/WMIM WIONPOCTa PEKOMEHIYETCsl Ha3HaYCHHE
HECEJICKTUBHOTO aHTAarOHUCTA PEIENTOPOB dHAOTENMHA-1 — 003eHTaHa ¢ IeNbI0 MPOPUIAKTUKH
MOSIBJICHUSI HOBBIX JUTHTAIBHBIX 3B. YPOBEHb YOETUTEIHLHOCTH peKkoMeHiauuii A (ypoBeHb
JIOCTOBEPHOCTH J0Ka3aTeNnbCTB )

Kommenrapun: K HacrosmeMy BpeMeHHM HE JOKa3aHa CIHOCOOHOCTh JPYTMX aHTaroHUCTOB

peueuTOpPOB BHIIOTCJ'II/IHa-l nmpeaynpexKaaTb 06pa3OBaHI/IC HOBBIX JUTHUTAJIBHBIX A3B.

e PexkoMeHIyeTCs ONHOBPEMEHHO C Ba3OJMJIATATOPAMM IIPUEM IIPEnapaToB, ITOAABJIAIOLIMX
arperanuo TpoMOOLIUTOB;

Mopaxenue koxu. OcHOBHas 1eNb (apMmakoTepanuu nopaxeHus koxu npu CCJl — yMmeHbIeHHE
BBIPAXEHHOCTH U PACHPOCTPAHEHHOCTH YIUIOTHEHUS! KOXU. D(H(HEeKTHBHOCTD MpENapaToB B OTHOLICHUH
KOXKHOTO (pOp0o3a MOXKeT ObITh OlIEHEeHA 110 TUHAMHKE KOXKHOTO cyeTa (depe3 6 u 12 mec).

e PexomeHnyercs Ha paHHEH craguu (B T€UEHHE MEPBBIX 3-5 Jer OoNe3HW) WM TIpU HapacTaHUHU
BBIPQXKEHHOCTH M PACIHPOCTPAHEHHOCTH YIUJIOTHEHUS! KOXH Yy OOJBbHBIX IUGQY3HOH CHUCTEMHOMN
ckaepoaepmueii J-nenunumnamua® (250-500 mr B cyTkH). YpoBeHb yOeauTenpHOCTH pekomenaanuii C
(YpOBeHb JJOCTOBEPHOCTH J0Ka3aTeNIbCTB 2b)

e Pexomennyercs mns nedenus panned muaddysnoir CCI - Merorpekcat* B mozax 10-15 mr/cyr;

YpoBeHb yOeAUTEIBbHOCTH PEKOMEH Al A (YPOBEHB JIOCTOBEPHOCTH JOKA3aTeIbCTB 1a)
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e PexkoMeHmyercss ISl CHWDKEHUSI KOXHOro cyera - MukodeHonara Modernnr* (MM®) B
TEpaIeBTHIECKON 03¢ 2 T/IeHb. YPOBEHb YOCIUTENIPHOCTH PeKOMEHIaNi A (YpOBEHb JT0CTOBEPHOCTH
JI0Ka3aTenbCTB 1a)

e PexoMeHayIOTCS TIpH IporpeccupyomeM 1upQy3HOM MOPaKEeHUH KOKH B BHAE MOHOTEPAINH WM B
COYETaHHH C  BBIIICNICPEUMCIAHHBIMA  mpenapatamu —  rmokokopTukouabl  (I'K).  Yposens
yOemTeIbHOCTH pekoMeHaamid D (ypoBEeHb TOCTOBEPHOCTH JIOKA3aTENbCTB 4)

Kommentapun: Kpome mnopaxkenuss koxu, 'K pexoMeHIyrOTCsS TakKe MpH SIBHBIX KIHHHUYECKAX
NpU3HaKaX BOCHAIMTEIBHOM aKTUBHOCTH (cepo3ut, muo3ut, WMILI, pedpakTepHBIi CHHOBUT W/WiH
TEHOCHHOBHT) B HEOONbIINX A03aX — A0 15-20 mr B cyrku, T.K. npueM ['K yBenuuuBaeT puck pasBuUTHS
CKJEPOJIEPMUYECKOTO TIOYEYHOTO KPH3a.

HuTepcTHIManbHOE NOpaskeHHe JErkux. HazHauenue nedeHHs Moka3aHO OOJBHBIM C OABIIIKOM B
nepsble 5-7 JeT oT Havyasia 00JIe3HH, eCTn

1. o nanupM KTBP rpyaHol KieTku 00beM nopaskeHus Jierkux npesbimaer 20% wu/mny;

2. ©XKEJT < 70% wn/vmm;

3. ormeueno cumwkenne OXEJI na > 10% 3a npemmectByromue 3-12 mec. Konrpons 3¢ dextuBrOCTH
TEpanuy OCYLIECTBIISIOT IO YPOBHIO (hOPCUPOBAHHOM XKMU3HEHHOM eMKocTH NErkux. 06 s¢dekTnBHOCTH
Tepanuy CBUJICTEILCTBYET CTA0UIM3aIns HITH MToBbIieHHe ypoBHs OXKEJL.

¢ Pexomennyetcst s nedenuss UILJI npu CCJl npumenenune 'K mepopamsHo B mo3ax 10-15 mr/cyT. B
COYETaHUU C UMMYHOCYIPECCAHTAMHU.

YpoBenb yOeaureqbHOcTH pexoMenaauuii C (YypoBeHb /JOCTOBEPHOCTH JO0Ka3aTelabcTB 2b).
KommenTapuii: He BBISIBICHO AOCTOBEPHOM acCOLUALMKU MEXKAY YJAy4YIIEHUEM IOKa3aTesel JEro4Hon
¢ynkim 1 npuMeHenneM BeIcokuxX 103 ['K. Heo0XxomuMo mMOMHHTEH, YTO Ha3HAYe€HHE BBICOKHX J103
[IIFOKOKOPTHKONIOB YBEJIMUMBACT PUCK PA3BUTHSI CKICPOAEPMHUYECKOTO MTOUEUHOTO KPH3a;

¢ PexomeHayeTcsl B KaueCTBE MHAYKIHMOHHON Tepaluy MHTEPCTHLUHAIBHOrO nopaxenus aérkux (MII)
npu CCJI - Huknopochamun* (LID) B couetanuu ¢ manbiMu gozamu ['K. 11® Ha3HauaoT BHYTPUBEHHO B
mo3ax 500 mr/m2 - 750 Mr/mM2 B MecsI] WM TEPOPALHO B J03aX 1 MI/KT/meHb — 2 MI/KT/meHb B
3aBUCHUMOCTH OT d3QPEKTUBHOCTH U MIEPEHOCUMOCTH TIpenapara.

YpoBeHb YOeQUTENBLHOCTH peKoMeHAanuii A (YPOBEHb [OCTOBEPHOCTH /0Ka3aTeJbCTB 1a)
Kommenrapun: Crioco6 BBenenus 1@ (mepopasbHbli UM BHYTPUBEHHBIN) 3HAYMMO HE BIIMSET Ha
YPOBEHb W3MEHEHHUs MoKa3areied (PyHKIHMOHATIBHBIX JIETOYHBIX TECTOB M YaCTOTY MOOOYHBIX pEaKIUi.
JmatensHocTh Kypea [{® nomkHa ObITE HE MeHee 6 MecsIeB. Y pOBeHb yOSIUTEbHOCTH PEKOMEH IAIHIA
C (ypoBeHb JOCTOBEPHOCTH JOKAa3aTeNILCTB 2b), OMHAKO MPH XOpollel MepeHOCHMOCTH Tperapara
JUTMTENILHOCTH TEPAIMK MOYKET COCTaBIISITh 12 u 6onee MecseB A0 cradbummsanun UTLT.

¢ Pexomenayercs MM®, kak B kadecTBe WHAyKnuoHHON Teparmu UILJI (B ciydae HemepeHOCHMOCTH
w HedpdekTuBHOCTH, B TOM uucie BTopuuHou, I[® B coueranuum ¢ ['K), Tak u B kadecTBe
NOJICPKUBAIOIICH TOoclie cTabuim3anusi JierouHoro mporecca Ha ¢oHe Ttepanuu LD. Yposens

yOeMTenbHOCTH peKoMeHaamui A (YpoBeHb JOCTOBEPHOCTH J0Ka3aTenabcTB 1la). MM® HasHavaoT ¢
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no3bl 1000 mr/cyt. (B aBa mpuéma), yBemmuuBas e€ o 2000-3000 mr/cyT. (B nBa mpuéma) B cirydae
XOpOIIEeH TMEepeHOCUMOCTH YPOBEHb YOEAWTENBPHOCTH pPEeKOMEHHAnmii A (ypOBEHb JHOCTOBEPHOCTH
JTIOKa3aTeNbCTB 1a).

Pexomennyercs B ciiydae He3((OEKTUBHOCTH WM HemnepeHocuMoctd Tepanuu [® wwmmm MMO
npuMeHenue Aszatuonpuna* (mo 100 mr/cyr.) nim [ukimociopuaa A* (B 103ax, HE IPEBBIIAIONHX 2,5
MT/KT/CyT.) B Tedenue 12-18 mecsiies.

VYpoBens yoenutenpHocTH pekomeHaaimii C (YypoBeHb JOCTOBEPHOCTH J10Ka3aTenbeTB 2h)

Jlerounasi aprepuajbHasi runieprensus. Jledenue JIAI' Bkitouaer cpeacTsa TpaaulMOHHOW Tepanuu:
JUYPETUKH, CEPACUHBIEC TIIMKO3H/IbI (IPH BOBHUKHOBEHUH HaKETYI0UYKOBBIX HAPYIICHUH pHUTMA).

¢ Pexomennyercs npu riryOokoil runokcemun (catrypauusi Mmenee 90%) — kucnopogorepanus; Y poBeHb
yOemuTenbHOCTH peKoMeHIaluii B (ypoBeHb TOCTOBEpPHOCTH JJOKA3aTENIbCTB 2a )

o PeKOMEHAYIOTCS aHTUKOAryJsHTBl TOJBKO TPU TPOMOOTHYECKHUX OCJIOKHEHHUSX; YPOBEHb
yOeauTensHOCTH pekoMeHanrii B(ypoBeHb JOCTOBEPHOCTH 10Ka3aTeIbCTB 2a)

¢ He pexomennyetcs npu JIAIT HasHauenme Oera-0iiokaTopoB, WHTHOMTOpOB AIID, aHTaroHucroB
PELenTOpPOB aHTMOTEH3WHA-2, nBaOpagrHa, 3a MCKIIOYEHHEM CIIy4aeB, KOrza MpUeM 3THX IMpenapaToB
HeoOXoauM. YpOoBeHb yOeUTEeIbHOCTH pekoMeHanuii B (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeNbCTB 24 )

B nmocnennue roas! B mpakTtuKy BBeaeHa JIAL-crierududeckas Tepamnus, KoTopas Ha3HA4aeTCs ¢ IeNIbI0
YIAyYLICHUS MEPEeHOCUMOCTH (U3NYECKUX HArpy30K, 3aMeIJICHHs] MpPOrpecCHpOBaHMs OOJE3HH, OHa
BBI3BIBAET PErPecC HW3MEHEHWH B JIETOYHBIX COCYJdaX, YJIydlIaeT KauecTBO >KMU3HHM M TIPOTHO3
BBDKHBAEMOCTH.

¢ AHTtaroHucTsl peuentopos 3HpotenuHa-1 (OT-1). Pekomennyerca bozentan™® B craproBoii nose 62,5
MT 2 pa3a B cyTkd. Uepes 4 Henenu, Ipy XOpOoIIel MepeHOCUMOCTH YBEIMYUBAIOT 103bI 10 125 Mr 2 paza
B CYTKH. PexomeHIyeTcsi eXeMeCS4HO KOHTPOIMPOBaTh YPOBHM TpaHCAMHHA3 M OwimpyOuHa.
Kenmmnam, npruHUMaOIMM O03€HTaH, HEOOXOAUMA HaJEKHas KOHTpPALENIUs C YIeTOM BO3MOKHOIO
TeparoreHHoro 3¢ dekra. YpoBeHb YOSAUTEIBHOCTH peKOMeHmaiuii B (ypoBeHBb JOCTOBEPHOCTH
nokaszarenbcTB 2a) KommenTapuu: AnTtaroHuCTHl perentopoB OT-1 moaaBisitoT Ba30KOHCTPUKTHBHOE
nevicteue DT-1 3a cuet cBs3bIBaHMs ¢ penentopaMd A u B tuna (HecenekTiBHbIe aHTaroHucThl DT-1)
WJIM TOJIBKO € perenTopamu A tuma (cesiektuBHbIe aHTaroHucThl OT-1). K mepBbiM oTHOCATCS O03€HTaH
Y MallUTeHTaH, a MIPEJCTaBUTENIEM CeJIEKTUBHBIX aHTaroHncToB DT -1 siBisiercst aMOpu3eHTaH HIIOMPOCT.

e Amanoru mnpocTanukivHa. Pexomenmgyercs or 6 mo 12 wuHramsmmii Wiaomnpocta B CYTKH Ui
noJepkaHusi cTadmibHOro 3dexra. MHramsimmonnsii niaonpoct 3h(EeKTHBHO CHIDKAeT NaBJICHHE B
JIETOYHOM apTepuH.

YpoBeHb  yOEMUTENBHOCTH peKkoMeHmalmid A (YpOBEHb JIOCTOBEPHOCTH  JIOKA3aTelbcTB  1b)
KommenTapun: HnonpocT sBIsieTCS XMMHUYECKH CTaOMIJIBHBIM aHAJIOTOM IPOCTAIMKINHA, KOTOPBIN
JOCTYINEH B BUJE WH(Y3UU i1 BHYTPHBEHHOTO BBEICHUS, MEPOPATBHOrO UCIOJIB30BAHUS M a3pPO30JIH.
[Tepron nomyBeIBeneHUs UIONpocTa cocTapisaeT 20-25MuH, MPOIOIKATETFHOCTD AeUCTBUS - 45-60 MuH.

HpI/I HCIIOJIb30BAHWHU YJIBTPA3BYKOBOI'O He6yna1713epa MMPOAODKUTEIIBHOCTE HHTAJIAIIUU COCTABJIACT 5 mun.
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AHanoramy IpoCTalMKINHA SBJIAIOTCS TAKXKE SMONPOCTEHO (B MHAY3HMOHHOM (hopMe) U TPEMPOCTEHII
(17151 BHYTPUBEHHOI'O U IIOJJKOKHOT'O BBEJICHUSI U B BUJE a9PO30JIN ).

* ATOHHCTHI perienTopoB npoctauukimHa. Pekomenayercs Cenexcunar B 1o3e 10 Mr ofuH pa3 B IeHb.
Cenexcunar siBjsieTcsl NEpPOPAIbHBIM CEJIEKTUBHBIM aroHUcToM [P peLienTopos nmpocTauukivHa ;
YpoBeHb yOeUTEIbHOCTH peKOMeHIaruii B (YpoBeHb TOCTOBEPHOCTH JTOKa3aTEIILCTR 2b )

o Nuruburops! ¢ochommacrepassl 5 tana (OAD-5) mogaBiusroT WHAKTUBANWIO [UKIHYeckoro IM® B
kieTkax. Pekomenayetcs Cunpenadun npuMeHsTh B 103 20 Mrx3 pasa B cyTKH, Ipu HeapdhekTHBHOCTH
BO3MOXHO TOBBIIIeHUE 10361 /10 200 Mr B cyTku. PexoMenyercst npuauMath Taganadun (ceneKTUBHBIN
uaruourop ®AD-5) omun pa3z B geHb (2,5-40 wmr). Pekomengyercs Bapnenadun (cenekTUBHBII
uarnoutop ®J5-5) B mo3e mo 20 mMr 2 paza B JicHb; YPOBeHb YOeaMTeIbHOCTH pekomeHnaumuii B
(YpPOBEHb 10CTOBEPHOCTH J10KA3aTeJILCTB 22)

¢ CTUMYJSTOPHl PAaCTBOPHUMOM I'yaHHJIATHMKIIa3bl MoBbIIA0T cuHTe3 ' M®. Pexomennyercs Puocuryar
nepopaibHo 3 pasa B JieHb 0 1 Mr (MakcuMasbHasi cyTouHasi 1o3a 7,5 Mr). YpoBeHb YOeIUTEeIbHOCTH
pexomeHaaimii B(ypoBeHb 1OCTOBEPHOCTH 10Ka3aTEIbCTB 22)

Kommentapun: Coueranue CTUMYISITOPOB TYaHHIIATIIUKIIA3EI 1 nHruouTopoB OJ13-5 mpoTnBonokazaHo
13-3a apTePHAIBHON THIIOTEH3UU U IPYTUX CePhE3HBIX TOOOUHBIX 3()(HEKTOB.

Bribop cnenunduueckold Tepanmuu 3aBUCHT OT KIMHAYECKOTO COCTOSIHUAS M TSDKECTH, KOTOpBIE
KIaccuuimpyrores o GyHknuonansHoi mkaine BO3. K mepBomy (yHKIMOHAIEHOMY KJIaCCy OTHOCST
0ECCHMNTOMHBIX TAllMEHTOB WM C CHUMITOMAaMH{, MHHHMAJIGHO OTPAaHUYMBAIONMMH  OOBIYHYIO
(hM3MYeCKyI0 aKTUBHOCTh, a K [V (QyHKIMOHATBHOMY KJacCy OTHOCST MAallMeHTOB C HAMOONIBIIUMHU
OTpaHNYEHUSIMHU (DPU3MUECKOH aKTMBHOCTH, KOTOPBhIE BO3HHUKAIOT Jake B mokoe. Y OompHbIX ¢ I, 1T u 111
(yHKIMOHAJIBHBIMU KJIACCaMH TpenapaTamMy NepBoi JMHUM SBISIFOTCST 003eHTaH U cuineHadun. Kpome
3THUX MpenapaToB, y 0ombHBIX ¢ [II HyHKIMOHATBHBIM KIIACCOM MOXKET OBITH TPUMEHEH WHTAJISIIMOHHBIN
unonpoct. [Ipu passutun IV QyHKIMOHATEHOTO Kiacca, KaKk MPaBUIIO, Ha3HAYaeTcsi KOMOMHUPOBAHHAS
TCparus 3TUMHU IperiapaTaMiu

IMopaxenue noyek. Y namuentoB ¢ CCJl HE0OXOIUMO PETyISIpPHO MPOBOAUTH OLIEHKY (DYHKIIHH
noyek. Jlns ouenku Qynkuuu modek y mamnueHTtoB ¢ CCJl, xak u B oOmieil momyJsiu,
LIEeIeCO00Pa3HO OMPENEeNsTh CKOPOCTh KIYyOOUKOBOM (UIIbTpanuu, HCHOIB3YS PaCUETHYIO
¢opmyny CKD-EPI. ®akropel pucka CIIK: nuddysnas dopma Oose3Hu, paHHss cTagus
3aboneBanus (0oco0eHHO 1-3 rofpl), OBICTpOE MPOrpecCHpPOBAHUE KOXKHOTO CHHApPOMA, OBICTpOE
(bopMUpOBaHUE CYCTaBHBIX KOHTPAKTYpP, MYKCKOW TOJI, MOXKHUIJIOH BO3pAcT, HAIMYME aHTUTEN K
pubonyxieonpotease III, mpuem 6onpmx no3 'KC.

o JIna neuenus CIIK pexomeHnoBaHO Ha3Hau€HUE WHTMOUTOPOB AHIMOTEH3MHIIPEBPAILAIOLIETO
depmenta (MAIID) (sBnstorcs mpenapatamu nepBodt nuHuUM B nedenun CIIK), mpu stom
MPEATIOUYTUTENBHBIM SIBJSIETCA KAIlTOIPHUI B J03€ JOCTaTOYHOM JJISi KOHTPOJISL apTepUajIbHOr O

naBieHus (MakcuMaslbHas cyTouHasi qo3a — 150 mr). ArpeccuBHasi TUIIOTEH3WBHAsI TEparus
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MOXKET CTaOMJIM3UPOBATh MM YJIY4YIIUTh (QYHKLHIO IO0YEK. YPOBEeHb YOeaUTeJbLHOCTH
pexomenaanmii C (ypoBeHb J10CTOBEPHOCTH 0KA3aTEJIbCTB — 3)

Kommentapun: CHmwkenue AJl mpoBoAsST B TeueHHE 2-3 CYTOK, HO 0€3 BBIPaKCHHBIX
KonebaHuii ero ypoBHs. Peskoe magenue AJl MOXET MPUBECTH K 3HAYUTEIHLHOMY CHHKEHUIO
Mmoye4yHoil mepdy3um H, Kak CIEICTBHE, OCTPOMY KaHajblleBOMYy HeKkposy; IIpeBeHTHBHOE
npumeHenue HAII® He cHukaeT puck pa3Butus U He yaydimaer ucxoasl CIIK.

o [Ipu HemoCTaTOUHOM THUMOTEH3UBHOM »J(pdexte MoHoTepanuu HAIID pexkomenmyercs
N00aBIATh K JICUEHUIO HUGEIWNUH W/HUIM JAPYyrue TUIIOTEH3WBHBIE IIpernapaTbl. YpPOBeHb
yoeauteabHocTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 3)

¢ [Ipuem I'KC accouuunpyercs ¢ puckom pazutus CIIK, nostomy y 3TUX MauueHToB Tpedyercs
MOHUTOPUHT AJl 1 pyHKIMU 1TOueK. Y poBeHb yOoeauTeJbHOCTH pexkoMeHaanuii C (ypoBeHb
J0CTOBEPHOCTH 10KA3ATEJBCTB — 3)

KommenTtapumn: B cBs3u ¢ Bo3amoxkHOCThIO npoBonupoBanus CIIK, npu otcyrctBun

nokazanui He pekomenayercs HazHauenune ['KC B go3e 6omee 15 mr/neHs u moTeHIIMANBHO
HedpoTrokcuueckux npenapatos (A-neaunmmnamun *, [{uknocnopun A*) 60nbHBIM ¢ hakTOpaMu
pucka CIIK

Mopasxkenue xenynouHo-kumedyHoro rpakra (KKT).

Cawmpie yacteie cuaapomsl opaxenus JKKT npu CCJl - xemyno4HO-TUIIeBOAHBIN pedItoke u
ractpo-33odareanbHas pedmokcHas 6onesHb (I'DPB). MennkameHTo3Has Tepanusi BKIIIOYAET B
ce0s IMpUMEHEHUE AaHTHCEKPETOPHBIX IMpenapaTtoB M MpokHHETHKOB. [l Bcex mpemapatos
YPOBeHBb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10Ka3aTeabCTB 2b).

¢ PexkomenayrooTcs mpHu KelyAodyHO-THIIeBoAHOM pedmokce, ['DOPb, sa3Bax u cTpuKTypax
MUIIEBOJa UHTMOUTOPBI TPOTOHHON oMbl (omenpaszon™ 20 - 40Mr B cyTkH).

KomMmenTapumn: biokatopbl npoTOoHOBOH OMIIBI 3P (EKTUBHEE CHUKAIOT KUCIOTHOCTh
KEJIYAOYHOTO COKa M YMEHbIIalT npossieHus ['OPb, B cpaBHeHuMHM ¢ mnpuMeHeHHeM
0JIOKaTOpPOB

H2-rucTaMiMHOBBIX PELIETITOPOB.

¢ Pexomenayercs npu HapymeHun motopuku JXKT (mucdarus, panee HacwlllieHHE, OTPBIKKA,
NCeBA0-00CTPYKUUss M Jp.) Ha3HAYeHHE MPOKUHETUKOB B  TEPAlEeBTUUYECKUX 033X
(MeToKJIONpaMuA M JIOMIEPUJIOH), KOTOPbIE YBEJIWYMBAIOT JABJIIEHUE HUXKHETO MUIIEBOJHOIO
CUHKTEpa, YCKOPSIOT 3BaKyalUI0 COAEPKUMOTO U3 JKENyJKa M YBETUYMBAIOT MEPUCTATBTUKY
TOHKOT'O KHIIIEYHHKA.

Kommenrapuu: IIpokunetndeckuii 3 dext umerot sputpomuia (100-150 mr 2 pasa B 1eHb) U

asutrpomuiiul (400-500 mr 1 pa3 B 1eHb) B TeueHune 4 Heelb, KOTOPbIE YMEHbIIAIOT TOLIHOTY,
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pPBOTY M MpUCTYIbl Oojedl B snuractpasibHoil obnactu. KomOuHanusg NPOKUHETUKOB U
AHTHCEKPETOPHBIX MPENapaToB yIydllaeT COCTOSHUE MAIEHTOB ¢ peIroKc-330(arutom;

¢ PexomeHnyeTcsl MpU Pa3sBUTHH CHHAPOMA MaibabcopOIuu, 00yCIOBIEHHOTO H30BITOYHBIM
OaKTepuaNIbHOM POCTOM, MMOBEACHHE aHTUOMOTUKOTEPANTUH CISIYIOIIMMHA aHTHOAKTEPUATbHBIMU
npenapatamu: TerpanukianH 250 mr 4 pasa B cyTku, gokcumukimH* 0,1 2 paza B cyTkw,
MunomuniiH 100 mr 2 pasa B cyTkH, amokcukiaB* 875 mr 2 pasa B cyTku, mnedanexcua® 250 mr
4 paza B cytku, rumnpoduiokcartua® 500 mr 2 pasza B cytku, Hopduokcanua* 400 mr 2 pasa B
CYTKHU, MeTpoHH1a30:1* 250 Mr 3 pa3a B CyTKH U Ap.

JmrensHOCTh Kypca — 10 mHel, mpu HemocTaTouHOH 3P (HEKTUBHOCTH KYpC TIPOAJIEBAIOT A0 3-4-
X HeZlelb.

KomMmenTapum: B penkux ciydasx BO3HHKaeT HEOOXOAMMOCTh B MapeHTEPaJIbHOM MUTAHUHU U
XUPYPrudecKnX BMEIIaTeIbCTBAX.

Ilopaxenue cepauna. Krunndecku wmaHUECTHOE TOpakKeHHE CepAlla penko ObIBaeT
M30JIMPOBAHHBIM, YacTO BO3HMKAaeT B paHHed craguu Aud¢y3Hoil ¢opmbl Gone3Hn wim B
COYETAaHMM C MHONATHUYECKUM cUHIpoMoM. Jleuenue npoBogutcs I'K, ummyHocynpeccantamy,
IIMPOKO HCIONb3YIOTCA aHTHAPUTMUYECKUE IMpenapaThl, a TaKXKe BECh apceHal CepAedHO-
COCYAMCTBIX MPENapaToB C yUETOM UX MHIUMBHUAYaJIbHBIX BO3MOKHOCTEH CHUXATh MOTpeOJieHUE
MHUOKapia KUCJIOPOAOM, OKa3bIBaTh NMPOTHUBOAPUTMHUYECKOE M Ba3zodWiIaTHpylollee IeicTBHe,
yIay4dlIaTh AUACTOIMYECKYIO0 (YHKIHIO MHUOKap/ia M MOBBIIIATH TOJEPAHTHOCTh K (PU3UUECKUM
Harpyskam 0e3 CHIDKEHUS CeplIeqHOro BEIOpoca.

Ilopaxenue cycraBoB. JleueHue mnopaxkenus cycraBoB npu CCJIl cxogHo ¢ Tepamnuen
cycraBHOro cuHiapomMa mpu PA. e Pexomenayercs B 3aBUCUMOCTH OT BBIPAXKCHHOCTH apTpUTa
Ha3HaYeHHe THUIPOXJOPOXUH, C OCTOPOKHOCTHIO MPH OJHOBPEMEHHOM MOPAKEHUHU JIETKHX —
METOTpeKcaT™* WK JeQIIOHOMUA ™, a Takke Cyib(ocala3zuH™ B BUJIe MOHOTEpAMH MPpH 001Iei
HU3KOM aKTUBHOCTHU OOJIE3HU WJIM B COUETAHHUM ¢ HU3KUMU fo3amu ['K.

BocnanurtenbHast MuonaTus

e Pexomennyercs mnpu pazsutun  Muonatuu npu CCJl HasnHauenue I[K. Yposensn
yoenureabHOCTH pekoMeHnaanuil C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB 3)
Kommentapuuu: Jlo3br 'K, HeoOxomumbie mis kyparuu nanuentoB ¢ CCJl ¢ muonaruei,
MOTYT OBbITh HMXKE, YEM IpPU HIUONATHYECKUX BOCIAIUTENIBbHBIX MHOIATHUAX, OCOOEHHO Y
MAIMEeHTOB, MO3UTUBHBIX 110 PM/Scl — anTrTeam. HeoO0X0AMMO YIUTHIBATE, YTO BBICOKHE O3B
I'K npu CC/] moryT npoBouupoBats pazsutue CIIK.

o Pexomenayercs mpu HemoctaTouHoM 3ddexte oT MoHorepanuu 'K xombunamms 'K c

MeToTpeKkcaToM*[5]. WM B/B  YENOBEYECKMM HMMMYHOIVIOOYIMHOM™® B TepameBTUYECKHX

46



no3upoBkax (0,5-1 r/kr Beca). YpoBeHb YOeauTeabHOCTH pexkomenaaumii C (ypoBeHb
J0CTOBEPHOCTH A0KA3aTeJbCTB 2b)

Pemenne o tepanuu 'MBII npuHrMaeT pervoHaibHas SKCHepTHAs KOMUCCHS (COTJIaCHO
uHctpykiuu 1o npoBenenuto ['MBID). Jlevenue 'MBII mpoBoauTcs Mo KOHTPOJEM Bpaya-
peBMaTojora, MMelomero omnelT AauarHoctuku u JjedeHus CCJ; undy3um mnpoBoasdrcs B
KaOuHeTe reHHO-MH)KEHEPHON Tepanuu COrIaCHO UHCTPYKIIUH.

I'enno-unxeHepHble Ouosiornyeckue npenaparbl. B Hacrosmee Bpems Her [UBII,
3apeructpupoBaHHbix s jgedeHuss CCJl, HecMOTps Ha TO, YTO B MHJIOTHBIX U KIMHHUYECKHUX
KOHTPOJIMPYEMBIX UCIBITAHUSAX MOJTYUYEHbI 0OeIarone KIMHUYECKUuEe Pe3yIbTaThl.

¢ V OOJBHBIX NEpPEeKpPecTHbIM cHHJpoMoM mpu coderanun CCJ] m peBMaToMIHOIrO apTpura
I'BII moryT Ha3Ha4aThCs MO MMOKA3aHUAM JJIsI peBMaTOMIHOrO0 aptpuTa. [Ipu npeBanmpoBaHuun
BOCIIAJIMTEIBHOTO TMOPAXXEHUs CYCTaBOB PEKOMEHJIyeTcs adaTalent, TOUMIM3yMad. YpoBEHb

yoenutensHOCTH pekoMmeHaanuii C (ypoBeHb JOCTOBEPHOCTH J10KA3aTEIbCTB 2b).

¢ Cepbe3HOE TEOPETUUECKOE 0OOCHOBAHUE MOJ0KEHO B OCHOBY KJIIMHUYECKOT O IIPUMEHEHUS ITPU
CCJl uarHOHMTOpa pelenTopoB HHTEpPJICHKUHA-6 Tormm3ymaoa. [1epBoiid onbIT npuMeHeHus T1]
npu CCJl mo3BoiisieT paccMaTpuBaTh €ro kak Oe3onacHbli W 3()(PEKTUBHBIA INpenapaT Mpu
pedpakrepubix hopmax aprputa, npu nepekpectHsix popmax CCJ ¢ PA u ¢ momumMuo3uTom, ¢
BacKyJIUTaMu. B Hacrosmiee Bpemsl TOIIM3yMal MOJIy4MJI CTAaTyC NPUHIUIHAIBLHO HOBOTO
nexapctBeHHoro cpenctsa jedeHuss CCJI. Iloka3ana 6e30macHOCTh M XOpOLIasi IEPEHOCUMOCTD
npernapara npu CC/I, mocToBEpHOE CHMIKEHHE KOXKHOT'O CUETa IMOCHe JIeYeHHs] B TeueHue 6-12
Mec. YpoBeHb yoenuTenbHocTH pekomeHaanuii C (ypoBeHb JOCTOBEPHOCTH J10KA3aTENIbCTB 2b).

e VYV OonpHbix ¢ mporpeccupytommM TedeHueM CCJIl npu HedpPeKTHBHOCTH WM
HEBO3MOYKHOCTH IIPOBEIEHUS CTaHAAPTHOW TepanuM MMMYHOCYIPECCAHTaMH B KauecTBE
albTEPHATUBBl ~ PEKOMEHAYETCSl  JIeYEHHE  pPUTYKCUMaboM. VYpoBeHb  yOEOUTEIbHOCTH
pexomenanuii C (ypoBEeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB 2b).

KomMmenTapun: Purykcuma® mnpexactaBisieT co0OH  MOHOKIOHANbHBIE — aHTUTENAa K
MIOBEPXHOCTHBIM penentopam B-nmumdouuto - CD20. Ha ¢one neuenus putrykcumadbom
OTMEUEHO YMEHbIIIEHUE KOXKHOro (pubpo3a u cTabunmsanus Wi yiaydlleHue (pyHKIUU JEerKUX
(Yposenb nokazarenproctd C). Putykcumab HazHavaroT o 1-2 r B/B yepe3 6-12 mec, ymeHbIas
no3y no 1-0,5 r npu noctmwxkenuu 3¢ dekra. Jleuenne moBoasAT B T€UEHUE ABYX - YETHIpEX JIeT.
[5]. TUBII He pexomeHayrOTCs B MO3AHEH (TEPMHHAIBHOM) CTaauu OOJIE3HU NMPU Pa3BUTHH
HeoOpaTUMOI HEeTOCTATOYHOCTH KU3HEHHO Ba’KHBIX OPraHOB.

Jlpyrue BUAbI JeYeHUS:
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Xupypruueckoe Jjedenue npu CCJl noka3ano:
_ Jledenue nmpoBOaUTCS MalMEHTaM C HambOoJiee TsoKeabiM TeueHueM [ OPB;
_ Tpancnnantaumust mouku mnamueHtam mnocie CIIK mpu coxpaHeHuu noTpeOHOCTH B
remoauaimse 6ojee 2 JIET;
_ Tpancnnantauust JIErkKUX WIM KOMIUIEKCa «cepiue-lerkue» mnpu HedpPeKTUBHOCTH
WMMYHOCYTIPECCUBHOM TEpanmuyd W Pa3BUTHU TSHKEJOW JBIXaTEebHOM HEI0CTaTOYHOCTH (NpHU
YCIIOBUM OTCYTCTBUSI BBIPA)KEHHOW NATOJOTMHM JPYTUX BHYTPEHHHX OPraHOB U TSDKEIOTrO
racTpos3odareanbHOro pedirokca).
YpoBenb yOeautesbHOCTH pekoMeHaanmuii C (ypoBeHb 10CTOBEPHOCTH /0KA3aTeJbCTB
2b)
Iloka3zaHus AJ1s1 KOHCYJbTALMHN CHIENHAJINCTOB:
KOHCYJIbTALIUS I€pMaTOJIOra — BACKYJIUT C MOPaKEHUEM KOXKHU, CIIM3HUCTHIX;
KOHCYJIbTALIMSI HEBPONIATOJIOTa — B CIy4Yae pa3BUTHUS HEBPOJOTNYECKOM CUMITOMATUKH;
KOHCYJIbTALIMSl NICUXUATpa — IPU HAJMYMKM ICUXOTUYECKUX PACCTPOMCTB JIsi PELICHUS
BOIIPOCA O  HA3HAYCHWHM  TICUXOTPOIMHOW  Tepanmuu, HEOOXOAMMOCTH  JIEYCHHUS B
crelaIu3upoBaHHOM cTaluoHape (ncuxos, Jienpeccus, COIPOBOK/IAOILIM ECST
CYULIUJIAJIbHBIMU MBICIISIMU )
KOHCYJIbTalMsl OTaIbMOJIOTa — MPU MOPAKEHUU TJa3 (YTOUHEHHE MOPaXEHUsl CTPYKTYP
opraHa 3peHusi, Ha3HaueHUe JOKaJIbHON Tepanun);
KOHCYJIbTAIIUS OTOJIapuHTOJora — npu nopaxenuu JIOP-opranos;
KOHCYJIbTAIMS Hepposora — Mpu3HaKd MPOrPECCUPYIOLIEr0 MOPAKEHUH MOYEK;
KOHCYJIbTAIIMSl KapJuoJiora — TsbKelble (OpMBI HApYyIICHUS pUTMA U MPOBOAUMOCTH,
aprepuabHasi TUIIEPTEH3HS, CeplieyHas HeJJOCTaTOYHOCTh;
KOHCYJIbTallMsl WH(EKIHOHUCTa — HOCHTENLCTBO BUpYycoB remnatuta B u C, pa3zButue
OIIMOPTYHUCTUYECKUX UH(DEKITHit;
KOHCyNIbTallMsl  (TU3MaTpa — UCKIIOYEHHEe WIM TOATBEP)KICHUE CIeUn(UIecKoro
npoiiecca Ha (OHE JICUCHUS;
KOHCYJIbTAllUSl aHTMOXUPYpra — IPU3HAKUA JAUTUTAIBHOTO OCTEOJMU3UCA, JJIUTEIbHO
HE32)KUBAIOLIUE S3Bbl HA KOHEYHOCTSIX;
KOHCYJIbTAIIMSl XUPypra — IMpU HaJIW4uMU OOJied B YKHUBOTE, COMPOBOXKIAIOIICHCS PBOTOU
«ko(erHOi rymmy», Auapeu, NpoBeaeHNue OMONCUU KOKHOTO JTOCKYTa, ITOUYEK, JIETKOT0;
KOHCYJBTAIIMSl aKyIllep — THHEKoJora OOCYXJEHHE BONPOCOB IUIAHUPOBAHUS H
Ha0JII0/IeHNs B Tepuo]i 0epeMEeHHOCTH;

KOHCYJIbTAallMsl OHKOJIOra — IMpU MOJO3PECHUN Ha OHKOJIOTMYCCKOC 3360J’I€B3HI/I€;
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KOHCYJIbTAILIMSI CTOMATOJIOTa — MPU S3BEHHOM MOPAXKEHUU CIU3HUCTBIX MOJIOCTU PTa;
KOHCYJIbTAIIMSI TACTPOIHTEPOJIOTa — KEITYJOUHO-KUILIEYHOE KPOBOTEUEHUE, CTPUKTYpa
MUIIEBOJA, CHHAPOM MaJibaOCOPOLIUH.
Iloka3zanus AJ151 nepeBo/ia B OT/ieJIeHHE MHTEHCHBHOM Tepanuu U peaHUMalluM:
MPOTPECCUPOBAHUE  JIETOYHOTO (UOpo3a ¥ pa3BUTHE TSHKEIOW  JbIXaTEbHOU
HEJ0CTaTOYHOCTH;
CKJIEPOJAEPMHUYECKUI TIOYEUYHBIN KPU3;
pa3BUTHE TSKEIOW CEpIIeYHON HEAOCTATOUYHOCTH.
Nuankaropsbl 3(p(PEeKTUBHOCTH JIeYeHHS:
CHuxeHne akTUBHOCTH 3a00JieBaHUsI.
Vayumienne QyHKIIMOHATIBHON aKTUBHOCTU OPraHOB U CHCTEM.
OTtcyTcTBUE pOrpeccupoBanys 3a00JeBaHUN U OCIOXKHEHUH.
IMoka3zanus /151 NJIAHOBOM rOCHUTAIU3AMNH:
Bnepseie BoisiBnienHas CCJl, ocoGeHHO paHHAsA cTaaus Aud@y3Hoi GopMbl;
YTouHEHHE TUarHo3a;
[Tox6op UMMYHOCYIIPECCUBHOM TepaIuu;
Ymepennas crenens aktuBHocTH CCJL;
CpenHe-TspKenble U TsKeNble (HEyrpoXKarollue >KU3HU) COCTOSIHUS, pa3BUBIIMECS OT
OOOYHOT 0 JIEHCTBUS JIEKapCTBEHHOM Tepanuu.
IMokazaHus 1JI IKCTPEHHON IOCIUTAIN3ANMU B KPYIJIOCYTOYHBIN CTAIIMOHAP:
Bricokas ctenens aktuBHOCTH CCJI;
Pa3Butune CKJIEPOJIEPMUYECKOTO MOYEYHOT 0 KpHu3a (3M0KavYecTBEHHAS
TUTIEPTEH3UsI, TIOBBIIICHNUE KPEAaTHHUHA KPOBH);
MHoXeCTBEHHBIE PEIUANBUPYIOIINE I3BEHHBIC MOPAKEHUS KOKH U TAaHTPEHA MaJbIeB
KHUCTEH U CTOII;
PazBuTne MHTEPKYppeHTHOW HMH(PEKUUH WM TOKEIbIX OCIOKHEHUN OO0Je3HW WiIH
JIEKapCTBEHHOM TEpaInH.
Opranu3anMoHHbIe ACNEKTHI MPOTOKOJIA:
uHgopmayus 06 omcymcemsuu Kougauxma unmepecos: KOH(PINKTa HHTEPECOB — HET;
OaHHble JIKCNEepmo8 (Cneyuanucmos pecnyonuku u 3apybdedcuvix cmpar): 3aBedyromias
OTAEJIEHUEM KapAuOopeBMaToioruu PecnyOnMKaHCKOro  CHelHalu3UPOBAHHOIO  HAy4YHO-
MPaKTUYECKOro LeHTpa neauatpuu PY3, crnenuanbHblii KOHCYJIbTAaHT JETCKOM pEBMATOJIOTUHU

M3 PVY3 k.m.H. ©.b.Cabupona;
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HAIIMOHAJIbHBIN KJIMHUYECKHUH IMTPOTOKO.I
MPOPUJTAKTUKHA, IMCIIAHCEPU3ALINU U
PEABUJIMTAIIMY CUCTEMHOM CKJEPOJEPMUN
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Ocnoenan uacme.
BBenenmue:

CucreMHasl CKJIepoJiepMHUs XPOHUYECKOE ayTOUMMYHHOE BOCHIAIUTEIbHOE 3a00J€BaHUE
COCMHUTENIPHOM TKaHM, KOTOPOE XapaKTEpPU3yeTCsl PacHpOCTPaHEHHBIM IOpa)KE€HUEM
COCYZIOB, ayTOMMMYHHBIMU HapyHIeHUSIMHU, (GUOPO30M KOXKH U BHYTPEHHHX OpraHoB. [Iporaos
3a00eBaHusl OMPENEIACTCS XapaKTepoOM M BBIPAKEHHOCTHIO TTOPAXKEHUsI BHYTPEHHHUX OPTaHOB,
MIPeXJIe BCEero JIETKUX M cepAmna. Hapsay ¢ aTuM Ha kadecTBo xu3HHM 00nbHBIX CCJl Gombiroe
BIIMSIHUE  OKa3bIBa€T IOpaKE€HUE KOCTHO-CYCTaBHOM  CHCTEMbI, Hauboiee YacTbIMU
MIPOSIBIICHUSIMU KOTOPOT'O CTAaHOBSITCS apTPardU, OCTEOJIM3 U KOHTPAKTYphl. DTO 3a00JieBaHUE

AKTyaJIbHO, TaK KaK OHO MOKCT 3HAYUTCIIbHO CHU3UTH Ka4CCTBO KU3HU ITAIUCHTOB. BaxuocTts

9TOro 3a00JieBaHusl O0YCJIOBJIEHA TAKUMHU (PAKTOpaMH, KaK CHM)KEHUE TPYIOCIOCOOHOCTH U
VHBAJIMIHOCTb.

B cBsi3u ¢ 3THM, pa3paboTKa HOBBIX METOJIOB AUArHOCTUKHU, JIEUEHUS U POPUIAKTHKH
CHUCTEMHOM CKJIEpOJEPMHUU UMEET OOJIbIIIOE 3HAUEHHE JJIs YIIYUIIEHUs 3J0pPOBbS MMALIUEHTOB U
CHMIKEHUS COLUAIbHO-I)KOHOMUYECKOM Harpy3KH Ha CUCTEMBI 31paBOOXPAHEHHUS.

[https://cr.minzdrav.gov.ru/schema/562_2https://rheumatology.org/search?term=scleroderma+

https://www.eular.org/website/search?search=systemic+sclerosis+&order=name-+asc]

Onpenenenne — npoQUIAKTHKH HIIN pea0MINTalHMuU:

IIpopuiiakTHKa 3TO KOMIJIEKC Pa3IMYHOrO poJa MEPONPUITHI, HANPABIECHHBIX HA
MpeAynpexIeHHe KaKoro-1m0o SBICHUS U/UIH yCTpaHEHUEe (GaKTOPOB PUCKA.

[Ipodunaktuueckoe  3ApaBooXpaHeHHE  (MpoduiIakTUYecKas  MEAUIMHA  WJH
npoduiakTUKa) TOJApasyMeBaeT Mmox  co0Oil  KOMIUIEKC  Mep, HampaBlICHHBIX  Ha
MpeoTBpallleHne pa3BUTHS 3a0oJjieBaHUIl, B OTIMYME OT WX JieueHus OomesHeit. [logobHO
TOMY, KaK 3/I0pOBbE€ OXBAaThIBAET pa3MyHble (PU3MUECKUE U MCUXUYECKHE COCTOSHUSA, TaK U Ha
00JIe3Hb M HETPYAOCIHOCOOHOCTh BIMSIOT (aKTOPhl OKpYXKAIOLIEH cpenbl, TeHeTHYecKast
IpepacloNoKEeHHOCTb, BO30yauTenu 3abosieBaHMi U o0pa3 ku3Hu. IIpodunaxTuxa
3a0oeBaHuil Oa3upyercss Ha MEpOIpPUATHUSAX, KOTOPble MOT'YT ObITh KJIACCHU(DUIIMPOBAHBI Kak

MIEPBUYHBIE U BTOPUYHBIE MEPBI TPOPUIAKTUKHU.

[https://cr.minzdrav.gov.ru/schema/562 2https://rheumatology.org/search?term=sclerode

rma+https://www.eular.org/website/search?search=systemic+sclerosis+&order=name+as

q

Peabunuranus omnpenensercs Kak «KOMIUIGKC MEPONPUSTHNA, HAMpaBICHHBIX Ha
BOCCTAaHOBJICHHE  (DYHKIIMOHAJIHHBIX  BO3MOXKHOCTEH  4YEJIOBEKAa W  CHIDKEHHE  ypOBHS

HWHBAJIMTHOCTHU Yy JIMI C HAPYUWICHUAMHU 3O0POBBA C YUCTOM YCJIOBPIP'I HUX HPOXKHUBAHUS).
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https://cr.minzdrav.gov.ru/schema/562_2
https://cr.minzdrav.gov.ru/schema/562_2
https://www.eular.org/website/search?search=systemic%2Bsclerosis%2B&order=name%2Basc
https://cr.minzdrav.gov.ru/schema/562_2
https://cr.minzdrav.gov.ru/schema/562_2
https://rheumatology.org/search?term=scleroderma
https://www.eular.org/website/search?search=systemic%2Bsclerosis%2B&order=name%2Basc
https://www.eular.org/website/search?search=systemic%2Bsclerosis%2B&order=name%2Basc
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[Mpodunaktuka CCJ] BkiroyaeT B ce0s MIMPOKUI KPYr OOIIEO30POBUTEIBHBIX MEP U
BOCIIUTAHUSI HACEICHHS C BBICOKMM YPOBHEM HEHpOAJaNTAI[MOHHBIX MEXaHHW3MOB H
€CTECTBEHHBIX 3alllUTHBIX CUJI, BBISIBJICHHUS TaK Ha3bIBA€MbIX «(PAKTOPOB pPHUCKA» U
«yTpOXKaeMBbIX» B OTHOIICHWW 3a00JICBaHMS JIHIl, ITPOBEACHHUS BTOPUYHON MNPOPHUIAKTUKH
000CTpEeHHIA U TeHEepAIN3AIHH CKIEPOICPMUIECKOTO IpoIiecca.

B mepbl nepBuyHON MpOGHUIAKTUKH 11e1ecO00pa3HO BKIIOUMTH: 1) MpOQUIaKTUYECKUE

OCMOTpPBI KW AOUCIHAHCCPHOC H36J'IIO}ICHI/IC YIrpoXa€MbIX B OTHOIICHUHU 3a00J1€BaHUs JIMII,

BKJIIOYAsl COOTBETCTBYIOIIME IPOMBIIUIEHHbIE KOHTHUHIECHTHI; 0CO00O€ BHUMaHHE CleAyeT
oOpamiaTh Ha MOAPOCTKOB C HaIMYueM (AKTOPOB pUCKa 2) paLMOHAJIBHOE TPYIOYCTPOHCTBO
uL, noao3putensHbelx B oTHomeHun CCJl, m cBoeBpeMeHHas Nmpo(dopHeHTalusl MOAPOCTKOB
yrpokaemplx TIpynn 3) HaOioJaeMblM M3 TPYNI pHCKa JMIIAM PEKOMEHIyeTcs u30erarb
OXJIAXJACHUM, TpaBM, IE€pEHAIPSIKEU, IMpPOBEIEHUE IPUBUBOK [0 CTPOTUM IOKa3aHUSAM
4munam ¢ dakropamu pucka pasputus CCJl ciemyeT peKOMEHI0BaTh 3J0POBBIA 00pa3 >KM3HU
(pauMoHaIbHOE MUTAHME, TO3MPOBAHMbIC (PU3NUYECKUE HATPY3KH, 3aKaJHMBAHUE U 1. C IENbIO
MOBBILIEHUS] €CTECTBEHHOW PE3UCTEHTHOCTHU; UCKIIOUUTh KypEeHUE U JIpyrue HeOJaronpusTHble
BO3/ICHCTBHS Ha COCYAMCTYIO CUCTEMY).

Jlnsg BTOpHUYHON MNpPOPUIAKTUKH — MNPOPUIAKTUKH OOOCTpEeHHIl M TeHepasu3aluu
mporecca — HEoOXOAUMO BO3MOXKHO DaHHEE BBbISIBICHHE 3a00JIEBAHHUS U CBOEBPEMEHHOE
aKTUBHOE JICUEHHE B CTallMOHApe, a 3aTeM B aMOYIaTOPHBIX YCIOBUsX. PekomeHmyercs
crporoe coOJroJieHre OONBHBIMU MpaBUJ JUCMaHcepu3anuu: 1) oOpamarbes K Bpady IpH
YXYIIIEHHH CaMOYYBCTBUS M B Ha3HAYeHHBIE CPOKH, OoNTHUMaibHO — 1 pas B 3 Mecsma; 2)
CTpOro coOJI0AaTh PEKOMEHIOBAaHHBIA PEXUM, IUETy U JieueHue; 3) He u3MeHsATh no3y 'K u
IPYruX aKTUBHO JEHCTBYIOIIMX CPENCTB 0€3 COINIaCOBAaHUS C BpauoM; 4) He OXJAXKAAThCS, HE
HepeyTOMIIATbCS, H30€rath CTPECCOBBIX M AJUIEPrU3UPYIOIUX (HAaKTOpoB (OepeMEeHHOCTb,
abopThl, IPUBUBKU U Jp.); 5) MPOBOAUTH OJHOBPEMEHHO pPEAOMIMTALMOHHYIO TEpanuio U
pa3yMHOE€ 3aKajMBaHUE OpraHu3Ma IIyTeM CHCTEMaTHYeCKOW JieyeOHOM (U3KYIbTYpBI,
NOBTOPHBIX KYPCOB Maccaxka, IpOTYJIOK Ha CBEXKEM BO3Ayxe M T.0.; 6) B ciydae
HEOOXOIUMOCTH XUPYPrHUECKOI0 BMELIATEIbCTBA HMMYHOCYNPECCAHThl HYXHO BPEMEHHO
OTMEHSITh, IO T[IOKAa3aHUSM MPOBOAUTH MNPOPHUIAKTUKY HHPEKIUOHHBIX  OCJIOKHEHHM
aHTMOMOTHKaMM, W B ciy4yae JumTenbHoro mnpuema ['K  mpoBoauts mnpoduiakTuky

Ha,Z[HOI-Ie‘-IHI/IKOBOI\/'I HEAOCTATOYHOCTH.
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[TpaBuIbHOE CBOEBPEMEHHOE JIEUCHHE M TPYAOYCTPOWCTBO YJIYUIIAlOT MPOrHO3 3a00J1eBaHUs
B LIEJIOM, MTO3BOJISIIOT COXPaHUTh PabOTOCIOCOOHOCTh M MOAJEpkKaTh KU3HEHHBIH YpPOBEHb
o6ompHbix CCJI. Ilpm akTHBHOM, OCTPOM M TOJOCTPOM TEUEHHH 3a0o0JieBaHUs OOJbHBIE
HETPYJOCHOCOOHBI M HMX HEPEeBOJAT Ha WHBAIUIHOCTb, a NPH XPOHUYECKOM TEUEHHHM OHU
OrPaHUYEHHO TPYIOCIOCOOHBI U JIOJDKHBI OBITH OCBOOOXKIEHBI OT TSKENON (u3nueckoi
paboThI, OXJIAXKICHUS M TEMIIEPATypHBIX KOJICOAHWW, COMPHUKOCHOBEHHS C XUMHUYECKHMU
areHTaMH, METaJIOM u T..

[https://cr.minzdrav.gov.ru/schema/562 2https://rheumatology.org/search?term=scleroderma+

https://www.eular.org/website/search?search=systemic+sclerosis+&order=name+asc]

Memoowvt u npouedypul peadurumayuu:

OcHoBHasi 1enp peadWIUTallMM - BOCCTAHOBUTEIBHOE JIeUeHHE U NPOPUIAKTHKA
OCJIO)KHEHUM, HAIIPABJICHHbIE HA YMEHBIIEHUE COCYAMCTBIX OCJIOXKHEHUW M IPOrpeCCUPOBAaHUE
¢ubpoza. Peabunmranms mokasaHa [JIsi BCEX NALMEHTOB C MHUHUMAJIbHOM (XpOHUYECKas
dbopma) u ymepeHHOM (momocTpas W OOOCTPEHHE XPOHUYECKOHM (OpPMBI) CTENEHBIO
aKTUBHOCTU. PeaOuiaMTanmoHHbIE MEPONPHITUSI COCTaBISIOTCS (U3MOTEPANeBTOM U BPavyoM
JI®K u KOoOpauHUPYIOTCS peBMaTojioroM. Komiuiekec peaOMIIMTAllMOHHBIX MEPOIPUATHN
OCHOBBIBAETCS Ha UMEIOIIMXCS B MOMEHT OCMOTpa KIMHUYECKUX MPOSBICHUSIX 3a00JIEBaHUS U
WX BBIPAKEHHOCTH, CTEIICHM AKTUBHOCTH, CTAJIWU Pa3BUTHS, CONMYTCTBYIOIIEH MAaTOJOTHUU W
MOXET OBbITh TMpPEACTaBJICH AaKTHUBHOM, YMEPEHHOHM WU [acCUBHOU peadunuTaIuen.
AKTUBHAs peaOMIMTAIMs TOKa3aHa MalMeHTaM C XPOHHYECKUM Te4eHUEeM 3a0o0JieBaHUs,
MuHHMaIbHOM (1) CTermeHbI0 aKTHBHOCTH (BA30CMACTHUYECKHE M TPO(PHUUECKHE HapyIIEHUs,
COD pmo 20 mm/u). Ilpu axTuBHOM peabunutanuu Meponpustus BkitodaroT JIOK, maccax,
¢buznoTepanuio, pedIekcoTepanuio, TPyA0Teparnuio, o0pa3oBaTeIbHble MPOrpaMMbl (Y pOBEHb
nokaszarenscrBa B/C).

JI®OK cocrour u3 KOMIUJIEKCA YHPAKHEHUM I8 OpPraHOB JAbIXaHUs, BHYTPEHHHX
OpPraHoOB, KOPPEKLUUHU JABUKEHUS, MUMUKH JIMIA, THMHACTUKU JUIsl KUCTEH M CTOI, 3aHATHM Ha
TpeHaxepax. PU3NOTEepaneBTUUYECKUE METOJAbl JIEYEHUS BKJIIOYAIOT 3JeKkTpodopes U
nonogopes C COCYJIUCTBIMH, AHTUOKCUIAHTHBIMU, aHTU GuOPO3HBIMU u
MPOTHBOBOCHIAJMTEIBHBIME TIpenapaTamu, mnapaduaom (YpoBeHb jgokasareinbHocTH B/C).
MectHo Ha Haubonee moOpa)keHHbIe 00JacTH (KUCTH, CTOMBI W JAp.) PEKOMEHAYeTcs
ucnonb3oBath 50—70% pactBop gumeruincyibdokcuaa {AMCO) B Bume anrmiuKamui,
BO3MOKHO €r0 COYETaHWE C COCYIUCTHIMUA M aHTUBOCHAIMTEILHBIMU TIpenapaTamu: Ha Kypc 10
anmkauuii mo 30—40 MuH; npu Xopolield MEepPeHOCHMMOCTH — MOBTOPHBIE KYpPChl MU

IMTenbHoe B TeueHune roga npuMmerHenue JIMCO. Bo3MOXXHO NpUMEHEHUE AJIEKTPOIPOIIEayp
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— anekTpodope3 wim noHodopes ¢ TUAa30i Ha KUCTH U CTOIBI, UCIIOIb30BAHUE YIBTPA3BYKa,
Ja3epHOil Tepamnuu, aKymyHKTYphl U JAp. YMepeHHas peaOduiuTanus MoKa3aHa MalMeHTaM C
CHUCTEMHOM CKJICPOJICPMHUCH TIPH MOAOCTPOM U OOOCTPEHHMHM XPOHHUYECKOH (hOPMBI, YMEPEHHOMI
CTENEHbI0 aKTUBHOCTU (apTpairuu, apTpPUThl, aJre€3UBHBIM IJIEBPUT, Kapiauockiepo3, COD B
npenenax 20-35 mm/4). Peabunuranmonnsie meponpusatus coctoat u3 JIOK, tpynorepanum,
obpa3zoBarenbHbIX mporpamm. JIOK cocrouT wu3 KOMIUIEKCa YHOpaKHEHUN Ui OpraHoB
JBIXaHUSI, MUMUKH JIMIIa, THMHACTHKY JIJIs1 KUCTel U cton. [laccuBHas peaOuimTalivs mokasaHa

nmanmueHTaM € OCTPBIM TCHCHHUEM CHCTEMHOI CKJICpOACpPMUH, BBICOKOI CTEIIECHbIO aKTHBHOCTHU

(Tuxopanka, MOJUAPTPUT, MUO3UT, KapauonaTtus, Hedpomatus, COD Oomee 35 wmwm/u).
IIpoBomutres ncuxokoppekuus U JIOK B 4acTUYHO MOCTEIBLHOM PEXUME.

CanaTopHo-KypopTHoe JedeHHe. KoTopoe IOKa3aHO B OCHOBHOM OOJIBHBIM C
xponunueckuM  tedeHuem  CCJl,  Bkimouyaer  peaOMIMTALMOHHBIE  MEPONPUATHS  C
nuddepeHInpOBaHHBIM HCIOJIb30BAHUEM OasibHEO-, (U3UOTEpaIluy, I'PA3ENCUeHUs U Jpyrux
KypopTHbIX (hakTopoB. [Ipym mpeumylecTBEHHOM NOpaKeHUHM KOXKHU Xopoumil 3¢ddexT naror
CEpOBOJOPOJHBIE M YIJIEKUCIbIE BAHHBL, MHPU MOPAKEHUM MPEUMYIIECTBEHHO OIOPHO-
JIBUTATENIbHOTO ammapaTta — pPaJOHOBbIE BAaHHBI, MPU HAIUYUU (UOPO3HBIX KOHTPAKTYp —
nenougorepanus. banbHeorpsseneueHue OOBIYHO COYETAeTCs C HA3HAYCHHOW paHee
MEIMKaMEHTO3HOM Tepamued | JpyrMMHM BUJAMHU JIEUEHUS: IMPOBOAMUTCI Ha KypopTax
[Taruropcka, Coun, EBnaropun, CeprueBcKux MUHEpaIbHBIX BOJIAX U JIP.

Ha tepputopun CHI' HanGonee H3BECTHBI CIENYIOUIME KYpOPThl C PajOHOBBIMU
Bonamu: bemokypuxa, Ilaturopck, Xwmenbnuk, Llxanry6o. CepoBomopoaHble HCTOYHUKH
xapakTepHbl 111 KypopToB Coun-Manecra u llsturopcka. MuHepanbHble BOABI U T'PSI3EBbIE
kypoptel (Caku, EBmnatopus). Hadraman — OanbpHeonormueckuii KypopT (AsepOaiimxaHn)
nedeHue HadTanaHoBol HedThi0. Mopckue BaHHBI MepTBOro Mopst (M3pauns). Ha Tepputopun
V30ekuctaHa W3BECTHBI CIENYIOUIME KypopThl ¢ OanpHeorpssenedeHusM: CaHaTopuu
«Y36ekucran» (Haropusrii, Camapkanjackas o0nacte), «AnteiHcai» (HaBomHCKas 007acTh),
«Ynmbén» (Depranckas odnacts), «/Ixeiipan-xana» (CypxangapuHckas o6iactb), «Haprak»
(HamanraHckast 00J1acTh)

[https://cr.minzdrav.gov.ru/schema/562 2https://rheumatology.org/search?term=scleroderma+
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J{uarHocTu4eckue MeponpHATHS € YKa3aHHEM YPOBHS MEAUIUHCKONH NMPO(PUIAKTHKH
WIH peadujanTanmuu:
JlabopaTopHble HCCIe0BAHUA:

-O6mumii aHamu3 KpoBU, MOYU
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-Cyrtounas nporeunypus, nogacuer CKd;
-buoxumuueckuit anamu3 kposu (AnT, AcT, oOmuit 6erok u ppakiuu, rIFOKo3a, KPEaTUHHH,
MOYEBHHA, XOJIECTEPUH);

-CPb, pesmatounusiii paktopos (IgM PD)

- Tect Ha OepeMeHHOCTh

- TyOepkynuHOBas pod ManTy u/umn /luackus Tect
HNHcTpyMeHTallbHBIE UCCIIEIOBAHUS:

- OKT;

- Pentrenorpagus o030pHas OpraHOB IpyAHOM KIIETKH.
- OxoKI"

- Y3U nouex

- Jlonmnep cocynoB pyk v HOT

- OraecC

JucnancepHoe Ha0/1101eHHe HATIPABICHO HA MPOPHUIAKTUKY 000CTpeHUs 3a00IeBaHMs
MIOCTOSTHHYIO KOPPEKIIUIO Tepauy; MPOPUIAKTUKY OCII0KHEHUHN JIEKApCTBEHHON TEpaInu.
JAucnancepHoe Had101eHME:

-npo¢uIaKTHKa 000CTpeHuUs 3a00JICBaHMS;

-[IOCTOSIHHASI KOPPEKIUS TePaIuH;

-MpoQUIAKTHKA OCJIOKHEHUH JIEKapCTBEHHOW Teparuu;

-Ha0JI0ICHNE TTALIMEHTOB JT0OJDKHO IMPOBOAMUTHCS PEBMATOJIOIOM U IIPU HEOOXOAMMOCTH APYTUX
CIIELMAJIMCTOB U OCHOBBIBATHCSI HA TECHOM B3aMMOJEHCTBUY Bpaya U MalUEHTa;
-TUIATEIbHBI MOHUTOPUHT KIMHHUKO-1a0opaTtopHoil aktuBHOCTH CC/I;

-[IOCEIIeHNEe peBMaToJIora He pexke 2 pa3 B 3 Mec.;

-Kak/ipie 3 Mec.: 00IIMe aHaIu3bl KPOBU U MOYH, Omoxumuueckuii anaims kposu (AJIT, ACT,
KpEaTUHUH);

-peHTreHorpadus opraHoB abixaHus 1 pa3 B rox;

-KOHCYJbTAllUsl Y3KUX CIIeHUaIbHOCTEH M0 MOKa3aHUsIM;

-HECOOJII0/IECHNE PEeKOMEHIAalUil U CaMOCTOSTENbHOE NPEpPbIBAHNUE JEUEHHUS - HE3aBUCHUMBIE
(akTopbl HEOIAr ONPHUATHOI'O IPOrHO3a 0OJIE3HU.

[Ipy nOBTOPHBIX BH3UTaX K Bpauyy HEOOXOAMMO IPOBOAMTH AKTHBHBIH paccrpoc
OOJIBHOTO C IIENbI0 OLICHKU TUHAMUKU (heHOMeHa PeiiHo, ycuiieHus MposBICHUN MHUIIEBOIHOTO
peduokca, OABIINIKK, apuTMUU cepauna u ap. Ilpu ocMorpe OGonbHOrO cieayer oOpamaTth
BHUMaHHE Ha pAaCHpPOCTPAHEHHOCTh U BBIPAKEHHOCTb YIUJIOTHEHHS KOXH, Oa3aJbHOM

KperuTanunuu HéFKI/IX, Ha TIIOBBIIIICHUC AI[, HaIu4Yue AUIuTaJIbHbIX S3B U OTEKOB.
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Pexomennytorcst uccinenoBanue (YHKIMH BHEIIHETO JBIXaHUS M 3XoKapauorpadus. Y
OOJBHBIX, MPUHUMAIOIUX Bap(apuH, cieayeT KOHTPOJIUPOBATH MPOTPOMOMHOBBIM HMHIEKC U
MHO, a npu neyenun nukinodochanoM — mcciaenoBaTh OOIME aHAIU3bI KPOBH M MOYHU pa3 B
1—3 mecsna.

Nuaukaropsl 3¢pPexTBHOCTH NPOPUIAKTHIECKUX ]| peaduIMTAMOHHBIX
MepONPpUsITHIA:

- CHM)KEHUE aKTUBHOCTH 3200JIeBaHUS

- Viydiienne GyHKIIMOHAIHLHOW aKTUBHOCTH OPTaHOB U CHUCTEM,

- OTcyTcTBHE MpOrpeccupoBaHusi 3a00J1€BaHUN U OCI0KHEHUM.

[https://cr.minzdrav.gov.ru/schema/562_ 2https://rheumatology.org/search?term=scleroderma+
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Opzanuzayuonnvle acnekmost NPOMOKONA:

nHpopMmalus 00 OTCYTCTBUU KOH(DIMKTAa HHTEPECOB: KOH(PIUKTA HHTEPECOB — HET;

OaHHble JIKCNepmo8 (Cneyuanucmos pecnyonuku u 3apybdedcuvix cmpar): 3aBedyromias
OTAENEHUEM KapAHOPEBMATONOTHMH  PecnyOIMKaHCKOro — ClelHaJu3upOBAHHOTO  HAYYHO-
MPAKTUYECKOr0 LeHTpa neauatpuu PY3, crnenuanbHbll KOHCYJIbTAHT JIETCKONM pPEBMATOJIOTUH
M3 PVY3 k.m.H. ®.b.Cabuposa;

VKa3aHue Ycuosull nepecmompa npomokoia. NepecMoTp MPOTOKoa yepe3 3 Ui S JeT mnocie
ero pa3pabOTKH WJIH MIPH HAJTMYUH HOBBIX METO/IOB C YPOBHEM JIOKAa3aTEIbHOCTH;
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