OEJEPAJIBHOE T'OCYIAPCTBEHHOE BIO/JKETHOE
OBPABOBATEJIBHOE VUPEJKJIEHUE BBICIIIET'O OBPABOBAHUA
«JJOHEIIKU T'OCYIAPCTBEHHBIM MEIUIITMHCKUM YVHUBEPCUTET M. M.
T'OPBKOI'O» MUHUCTEPCTBA 3JIPABOOXPAHEHUA POCCUUCKOU ®EIEPAIINU
KA®EJIPA TEPAIIUU UM. [TPO®. A.1. JAJBIKA ®HMODO

NHHOBAIIMOHHBIE ITIOIXO/bI B
JIEYEHUU CUCTEMHOMH
CKJIEPOJIEPMUUA

‘ HHomenr, k.men.H. Cryauxkosa Enena JIbBoBHA

JomenT, k.Mmea.H. XpUCTYJIEeHKO ATnHA
@® Jleonunoena



CHUCTEMHA4 CKJIEPOIEPMUI (CCH)

UJIU NPOZPECCUPYOUWLULL CUCMEMHBLI CKJIepo3 —
IIpeICTABUTEb CKJIEPOIePMUYECKOM I'PYIIIILI 00JIe3HelH, BRIIOUAIOIIEH
-04aroBYIO CKJIEPOIEPMHUIO,

- TP PY3HBIN 303MHOPUIBHBIA (PACITHUHT,

-ckJIeponepMmy byrke,

-THIYIIUPOBAHHBIE (POPMEI CKJIEPOIEPMUMH,
-IICEBJOCKJIEPOJEPMUYECKNE CUHIPOMEI.

IIporpeccupyioiee Teuernre CCJIl npuBogUT K pasBUTHIO HEOOPATHUMBIX
pacupocTpaHeHHbIX (prOPO3HBIX M3MEeHEeHUH 1 HapYIIIeHUI0 PyHKITHHI
OpPraHOB, YTO OIIpedesisieT BLICOKYIO MHBAJIUIN3AIINI0 O0JILHBIX 1 OOIIMIA
IIJIOXOM IIPOTHO3 OOJIE3HMU.

3aboseBaeMocTh cocTaBasgeT 3-20 ciayduaes Ha 1 MJIH. HaceJIeHUI B TOJ,
pacopocTpaHeHHOCTh - 30-300 cay4daeB Ha 1 MJIH.

CC/I garie BcTpedaeTcs y sKeHIIUH (cooTHoIIeHue 5-7:1) ¢ medboToM B
Bo3pacte 30-60 jeT.

Jleuernwne 60s1pHBIX CCJl M0OIKHO OBITEH II0 BOSMOYKHOCTH PAHHIM,
KOMILJIEKCHBIM U IIPOBOJUTCS B 3aBUCHUMOCTHU OT KJIMHUYECKON (pOPMBEI,
CKOPOCTHU IIPOrPECCUPOBAHUS 3a00JI€BAHUA 1 BEIPAKEHHOCTH OPTraHHO
raTosioruu. Heobxonumo aiamnrTesibHOE JiIeueHre, KOTOpoe MOKeT ObITh
ITOKN3HEHHBIM.



TEPMUHBI 1 OIIPEJIEJIEHUA

CCJ1, nin nporpecCcupyouii CHUCTEMHBINA CKJIEPO3, -
II0JIMOPTaHHOe 3a00/IeBaHMe, B OCHOBE KOTOPOT'O JIeKAT MMMYHHBIEe
HapYIIeHUs U BA30CIAaCTUUYECKIEe COCYIHUCThIE PEAKIIIHU 10 TUILY
beromena Peiino, commpoBoskgatoIecs akTUBAaIen
p16p0o3000pa3zoBaHusa U U30OBLITOUHBIM OTJIOKEHHEM KOMIIOHEHTOB
BHEKJIETOUHOT0 MaTpuKca (KoJjiareHa) B TKAHIX 1 opraHax.




KJINHNYECKUE ®OPMEI CCJI(1)

Judppysnaa ¢gpopma - mMeeT ocTpoe HAYATIO U
OBICTpoOIIporpeccupymoinee Teuerne. Ilopamkenie KoK HAUMHAETCS C
[IAJIBIIEB 1 PACIIPOCTPAHSIETCS BBIIIIE JIOKTEBBIX 1 KOJIEHHBIX CYCTABOB,
3axXBaTHIBAs KOKY JIMIIA, TPYIH, sKUBOTA. B medoTe - 4acTo apTpHT,
MMO3UT, JUXOPaJKa U 3HAUNTEJbHA II0TepsI Macchl Tesia. PaHo
BOBJICKAIOTCS "KM3HEHHO BAsKHbBIE OPTaHbl: cepialle, JIeTKHe, IIOUKH 1
YKEJIYIOUHO-KHUIIIeUHBIA TPAKT. XapaKTepHO 00HAPYKeHIIe aHTHUTe I K

torrou3oMmepase I (Scl-70). IlaruneTHsas BRIXKMBaeMOCTh cocTaBisgeT 50-
60%.

JTumumuposarnrnaa gpopma - upoasisercsa perHomeHoM Peiino, a
IIepBhle KIMHUYECKHEe IPU3HAKHU IIOPaAKeHUsI KOKH (B 00J1aCTH KUCTEH,
CTOII 1 JINIIA) IOSABJIAIOTCS B CpegHeM depes d JieT oT HavaJa dpeHoMeHa
Peiino. IIpeob1agaroT uireMmuyeckmne cocyJuCThIe PacCTpoiicTBa Ha
maJblax (PpyOurnKy 1 U3bA3BJICHHUI, YMEHbBIIIeHe 00beMa MATKUX
TKaHell TucTaJIbHBIX datanr). CKiIepoTuyeckoe IopaKkeHne
BHYTPEHHHUX OPTaHOB BRIPAKEHO YMEPEHHO, IIpuMepHOo B 6-10%
cJIydyaeB OOHAPYKHUBAIOT JIETOUYHYIO apTePHUATbHYI0 THIIEPTEHINIO
(JIAD). XapakTepHo 00HapYy:keHIe AaHTUIIEHTPOMEPHBIX aHTHUTEI.
Teuenne MeIIeHHOIIPOrPEeCCUPYIOIIee U OTHOCUTEIHLHO
nmooporkavectBerHoe. [larniaerHas BeikmBaeMocTh cocTaBisgeT 85-90%.



KJINHNYECKUE ®OPMBI CCJ/1(2)

CC]I 6e3 ckiepodepmubt, 1IN BUCIIEpAJIbHAS (popMa, - 00JIe3HL UMeeT
BCe XapaKTepHbIe IPOSIBJIeHUI, KpoMe YILJIOTHeHud Kok, K caMbIiM
YACTBIM IPOSIBJICHUSIM OTHOCAT (peHOMeH Petino, hpubposupyoiimit
IIPOITecC B MapeHxXnMe JIeTKUX U IIopaskeHue cepalia.

KOgenunvrnaa CCJI - oroso 10% 3a00seBaioT B JeTCKOM Bo3pacTe. Y
IeTel pexxe BeTpevanTcesa peHoMeH PeiiHo u mopaskeHne BHYTPEHHIX
OpPraHOB, IIOPAKeHIe KOMKI YacTO IIPEACTABJIEHO OYaroBbIM WUJIN
JINHEHWHBIM HopaskenueM, remudopmamu. Craermmndmansie a1iaa CCJI
MMMYHOJIOTUYECKHe MapKepPhl BCTPEUAIOTCS TOJILKO Y ITOJIOBHUHEI
0osbHBIX. IIporHO3 O0JIEE OJIATOIPUATHEIN, UeM Yy 3a00JIeBIITHX B
BO3pacTe crapiie 16 Jer.

Ilepexpecmnuasa gpopma - y 6oapHoro CCJl ogHOBpEMEHHO MMEIOTCS
IIPU3HAKH IPYroro peBMATUYECKOT0 3a00JIeBaHMs, YIOBJIETBOPIIOIIETO
COOTBETCTBYIOIIINM KPUTEPUSIM IHUATHO3A: PEBMATOMIHOIO apTPUTA,
IIepPMAaTOMUO3UTA/IIOJIMIMIO3UTA, CHCTEMHOM KPACHOM BOJTYAHKN U OP.



Ctagunm CCJ

Ouenv parnnas (unu doxkiunuueckas) - y 0oapHOro0 ¢ peromernom Peiiro
BBISABJIAIOT IIO3UTHUBHLBINA aHTHHYKJIeapHBIN dakTop (AHD)[>1:320 B Henrpsamoit
peaKITNy UMMYHOQJIIIO0OPECIIEHITNM| /I «CKJIEPOJIepPMUYECKHe» ayTOaHTHUTEeIa, a
TaK/Ke CKJIePOIePMUYECKUN TUII U3MeHEeHNH IIPH KAIIUJIJIIPOCKOIINH.

Auruanepnsle agruresaa nian AHO® moasisaroTes Ha JOKJIMHUYECKOM CTAIUY, U 34
BpeMs 00JI€3HH MOTYT OBITH O0OHAPYIKEHBI Y II0JABJISIOIET0 OOJIBITHHCTBA
naredToB. Crermnduyuasivu gy CC/l cunTaroT aHTHUITIEeHTPOMEpHBIE aHTUTeJIa
(qactoTa BEIABJIEHHUI - 10-20%), Scl-70 (20- 30%) u anTuTena k moaumepase 111
PHUOOHYKJIEMHOBOM KHUCIOTHI (4-6%). OOBIYHO 00JBHOM MMeeT TOJIBKO OJMH THII
AyTOAHTUTEJI, He MeHSIOIINICA B IIPoIlecce Pa3BUTUSA O0JIE3HI].

Hauanvnasa - xpome peromena Peiiro, BEIABAAOT 1-3 KIMHUYECKH OYEBHIHBIE
JIOKQJIN3AITUK 00JIE3HH: OTEK KHUCTEeH NN CKJIEPOTAKTUINIO0, TUIIOTOHMIO
IIUIIEBOAA, TeJIEaHTUIKTA3HN, JTUTUTAJIbHBIE PYOUNKH U [IP.

Cmadusa pa3eéeprymuobix KJAUHUYECKUX NOABJICHULL, OTPAKAIOIINX CUCTEMHBIN
XapakTep mpoiiecca.

Ilo30nsaa (mepmunanvrasn) - IpU pa3BUTUA HEOOPATHUMOM HETOCTATOYHOCTH
YKM3HEHHO BAYKHBIX OPraHOB.



OCI0OXKHEHUAa CCI

Bripaskenusbii pernomer PeiiHo - muruTajibHBIE SI3BHI,
HEKPOS3HI.

NuduimmpoBanme KOKHBIX 3B, PpA3BUTHE OCTEOMUEJIUTA.

Cepﬂ;e‘IHO-COCYI[I/ICTaH CucCreMa - apuTMHnun, XpoHHu4YeCcrad
cepagedHad HeJ0CTaTOYHOCTDb, BHe3allHad CMEePTh.

Jlerounsrit puodbpos, JIAI' - gpixaresrbHAsS HETOCTATOUYHOCTD.

HKenrymouHo-KUIIEUHBIH TPAKT - CTPUKTYPHI HIMKHEH TpeTH
IIHIIEBO/IA; aHOPEeKTAJbHAaS HeJOCTATOUHOCTD - HeJdepsKaHue
KaJya (peaKo).

XpoHHUYeckas: 00J1e3Hb IoUeK (peaKo).

TyHHe/IbHBIE CUHIPOMEI - 3aIIsICTHOIO KaHaJIa, CIaBJIeHHUI
JIOKTEBOT0, 00JIBLIIIE0EePIIOBOrO HEPBOB (PEIKo).



AJITOPUTM JIUATHOCTUKU PAHHEMN
(IOKJIMHUYECKO) CTAIUU CUCTEMHOU
CKJIEPOIEPMUU

1- ypOBEeHb:
nogospeHue
Ha CC[]

2-" ypOBEeHb:
AuarHos

BonbHble c NpegnonaraemMmbiMm AMarHo3om
CCO vimetroT:

* beHomeH PeiHo

* OTEeK KUcTen/cKknepogakTunmio

* NO3UTUBHLIN AHD

U

OcMoTp NnaymeHTa peBmMaTonorom
e Kannnnapockonus
* OnpegeneHue Scl-70, ALIA

Ecnu HeratueHbl

AuddepeHum-
anbHbI AnarHos
OcmoTp gpyroro
cneyuanucra

Ecnu noautueeH xXoTsa Obl OgMH NPU3HaK,
ycTaHaBnuMBaeTcH AMmarHos o4eHb parHHen CCJ]
U YTOYHAETCA Hanu4ine BucuepuTos

Y Y

Martonorum Het — HabnwgeHue || Naronorua ecte — nevdeHue
OuarHos: o4veHb paHHARA OuarHoa: CC[, Ha4vyaneHas crtagus

(noknuHu4yeckan) ctagua CCL




BOJIBHBIX CUCTEMHOM CKJIEPOIEPMUEN HA

HAJIMYUE JIETOYHOM APTEPUAJILHOM
IT'MIEPTEH3UN

NMauumenrTtol ¢ CC

Y

Crtyners 1: 6 napameTpoBs

— DOXKEJT % Hopm/OCT — TeneaHruakKkTaz3mm — OKI: oTknoHeHune
Yo HOPM. — NTproBNP 30C enpaeso
— AHTULUEeHTPpOMEpPHbIe — VpoereHs Mo4YeBoii
anTuTena KUCNoOThi
O6Lwuin puck >300 Het | lNokazaHuii onsa
I SxoKI HeT

Oa

Y

CTtyneHb 2: obuwunii pmck 1-ro ypoeHs + 2 napamertpa 3xoKI™

— NMnowage Npaeoro rnpegcepaus — Ckopocte TP
O6wuin pyck >35 Het > HeT nokasanuii
T ana Krnoc
Oa

Y

KIMNocCc gna eepudukacivm Hanu4uama J1AD

OCJTT — auddy3moHHAA CNnocoSHOCTL Nerkmx Nno okcuay yrnepoga ll;
DOXKEJ — dhopcrpoBaHHAaNA XXUIHEeHHAaA eMKOCTb NIerkmx;

NTproBNP — N-koHUuepo doparmMeHT npeguecreeHHMKa MO3Iroeoro
HaTpumypeTu4deckoro nentuga; KNocC — katetTepuzauusa rnpaebsix
oTaenoe cepaua; TP — TpukycnuaneHas peryprutaums.




MOJEJIN ITAITUEHTA

Bonvroti CCJI 6 11060Mm 803pacme ¢ Obicmpubim
npozpeccuposaruem, IopakeHrneM BHYTPEHHUX OPraHOoB
1 HeOJIaronpuATHEIMA (PaKTOpaAMU IIPOTHO3a B HAYAJIBHON U
Pa3BEepPHYTOH CTAIUAX O0JIE3HU - CIIeINAJIN3UPOBAHHAA, B
TOM YHCJI€ BHICOKOTEeXHOJIOTHYHA, MEeIUIINHCKAS IIOMOIIH B
YCJIOBUSX CTAIIMOHAPA C IIepexoJ0M Ha oTall aMO0yJIaTOPHOM
IIOMOIITY 1/WJIM THEBHOTO cTaIlloHapa.

Bonvrot CCJI 6 11060m 603pacme ¢ meoJieHHbLW
npozpeccuposarnuem 0e3 TIKEJIOTO IIOPAKEeHUST
BHYTPEHHUX OPTAHOB - CIEI[NAJIN3NPOBAHHASL MEeIHUIMHCKAS
IIOMOIIIb B aM6yJIaTOpHBIX YCJIOBHAX I/I/I/IJII/I YCJIOBHAX
ITHEeBHOI'O CTAIIMOHAapA.

Bornivrnoti c ouendv parnneti CC/I - cienmmaau3upoBaHHAa
MeIUITNHCKAS IIOMOIIb B YCJIOBUAX CTAIIMOHAPA C
IIePexo0M Ha oTall aMOyJIaTOPHOM IIOMOIITH 1/HJIN
ITHEBHOI'0 CTaIlluoHAapa.



DAKTOPHI PUCKA HEBJIATOIIPUATHBIX
NCXOO0B, OITPEIEJIAIONINX TAKTUKY
BEJAEHUA BOJIbHBIX(1)

K o0mmM paxTopam prcka HedsaronpusarHoro naporaoda npu CCJl orHocar
ITOKMJION BO3pAacT JebioTa 3a0osieBaHuA, MYKCKOM II0JI, OBICTpOe
ITporpeccupoBanme, TudPdpy3Hyio popMy, BEICOKYIO CTeIIeHb YILIOTHEHHUS 1
pacIIpocTpaHeHusI KoK B 1e0I0Te, paHHee BOBJIeUeHe BHYTPEHHIX OPraHoB,
oouapy:xenue Scl-70.

IIporaos CCJl yxymaimaer mporpecCupoBaHue MHTEPCTUITNATILHOIO IOPASKeHU I
snerkux (UI1JI). Puck nporpeccuposanus MIIJI Brimie y 60/ 1bHBIX

C HI3KUMH IOKAa3aTeJIIMU PYHKIIMOHAJIbHBIX JIETOYHBIX TECTOB IIPH IIEPBOM
oOpaIleHnu 1 00JBIINM 00HEeMOM PaCIpPOCTpaHeHUsI (pHrOPO3UPYIOIIETO
IIpoliecca o JaHHbBIM MyJabTuciinpaabHoi KT opranos rpy Hoi KIETKH.
Hasmauenwne jedyeHnsa IMMYHOCYIIPECCUBHBIMU IIpenapaTaMiu IOKa3aHo
OO0JILHBIM C OJBIIIIKOM B IIEpBLIE -7 JieT oT HauaJjia 00JIe3HHU, eCJIH 110 JaHHBIM
MmyabTucnupaabHod KT opramos rpyaHoi KiaeTKH 00beM HOpaskeHUs JIETKUX
npesbinnaetr 20%, n/uanu dpopcupoBaHHAd KU3HEHHAA eMKOCTh JIeTKuX <70%
JIOJIXKHOM, 1/MJIN OTMEYeHO CHIKeHNe (pOPCHPOBAHHOMN KU3HEHHON eMKOCTHU
snerkux Ha M0% mcxomgHOM 3a IpeaIiecTByolye 3-12 mec.



DAKTOPHI PUCKA HEBJIATOIIPUATHBIX
NCXOJ0B, OIIPENEJIAIOININX TAKTUKY
BEJIEHNA BOJIbHBIX(2)

IIpuem riaroroxopTurounos (I'K) y 6ombaBIX CCJl accomuupyercs ¢
00JIee BBICOKMM PHCKOM OCTPOI'O IIOBPEKICHII IIOUYEK, YeM Y
00JIbHBIX, He mmoJsydyaBinux 1'K. ViMeHHO mosToMy IIpu HasHAYEHUN
I'K HeoOxomuM TIIATEILHBIN KOHTPOJIL 38 apTepHUaAIbHBIM
IaBJeHueM 1 pyHKIamu mouek. Caemyer ¢ 000N
ocToposxkHOCcThIO HasHa4vath 'K ooapubiM CCJl ¢ paxTopamu pucka
Pa3BUTHUS CKJIEPOJIEPMITYECKOr0 IIOUYEUHOI'0 KPH3a, K KOTOPBIM
oTHocATCcA nuddysuas popma, pauHsas craaus (ocooeHHo 1-3-i
I'0JIbI), OBICTPOE IIPOTPECCUPOBAHIE KOKHOT0 CHUHIPOMA U
CYCTaBHBIX KOHTPAKTYP, MYKCKOH II0JI, IIOKIJIOM BO3PACT,
HaJIm4due aHTUuTeJ K pubouykaeonporease 111, mpuem Oonbimmx mo3

I'K (>15 mr/cyr).

OdderTuBHOCTE Tpuema nurnouTOPoB AlIID B 11€71aX
IPOPUIAKTUKN PA3BUTHUS CKJIEPOJIEPMHUUECKOI0 IIOUEUHOT0 KPHU3a
He JOKa3aHa ¥, BO3MOYKHO, YXYIIIaeT IOCJIeayIollee ero TeueHue.
OpHaxo Ipu HAJIWMYNY IIOKA3aHUM, TAKUX KaK apTepuaibHasd
THUIIePTEeH3UsI, BEIpAKeHHBIN peHoMeH PeliHo, XxpoHHmdecKas
cepeuyHas HeJOCTATOYHOCTD, IIPOTEeNHYPUsI, Ha3HadeHue
naruoutopos AlII®D mesecoodpasHo.



IIPUMEHEHUE T'EHHO-UHKEHEPHOMN
BA3BUCHOU TEPATINU (I'NBT):
TAPTETHBIE ITPEIIAPATHI (1)

B cBs13u ¢ orpaHHYEeHHBIMIE BO3MOYKHOCTSIMU MMMYHOCYIIPECCUBHOM
Tepalry B HACTOAIee BpeMs yUeHble aKTUBHO M3y4aloT HOBBIE II0IXO0IbI,
KOTOPBIEe IIOTEHIINATILHO MOTYT BJIMATh Ha (PyHIaMeHTAJIbHBIE IIPOIIECCHI,
JIesKallie B OCHOBe 00JIE3HH, B YaCTHOCTH TOPMO3UTH aKTUBHOCTD
KJIIOUEBBIX KJIETOK HJIM BHYTPHUKJIETOYHBIX IIyTel, YIACTBYIOIINX B
IIpoireccax BocliajeHus 1 pudposoodopasosanusd. [lomararrt, uro
MeIHaTOPhI BOCIAJIEHHU, KJIETOUHOM aKTUBAIINY, AKTUBAIINN
p1OpobIaCcTOB, COCYAHCTOIO PEMOOEIUPOBAHMI MOT'YT OBITH
IIOTEHITNAJbLHBIMI MHUIIIEHIMU, BO3IEHCTBIE HA KOTOPHIE IIPUBEIET K
mogasJieHnio naTosorndeckux mpoiieccos mpu CCJl B mesom u mpu WIIJI
B YACTHOCTH.

Ha pasubIxX sTanax KJIMHUYECKUX UCIBITAHUN HaX0JIUTCA MHOMKECTBO
TeHHO-UHXKEHEePHBIX OMOJIOTUYECKUX U CHHTEeTHUYECKUX TapTreTHBIX
IIperapaToB C pa3HBIMU MexaHu3MaMu nelictBus. Hexoropble m3 HUX
yiKe IIPUMEHSIIOT B KJIMHUYECKOM IIPaKTHKe.

Nmeercsa mosutuBHBIN onbIT npuMeHeHus npu CCl marudomuropos ®HO-
a, abararienTa, pUTyKcuMa0a, aHTUTEJI K TPAHC(pOPMUPYIOIIEMY
cdarTopy pocra-B; (ppesomusymadar) u np.



I'UBT: TAPTETHBIE ITPEITAPATHI (2)

Haunbosipminii omIsIT HAKOILJIEH B OTHOIIIEHHH MOHOKJIOHAJILHBIX
agtures K CD20-antureny B-numdoriuros - putykcumada (PTM).

ITosrydeHHbBIE K HACTOAIIEMY BpeMeH! Pe3yJIbTAaThl CBUIETEILCTBYIOT O
TOM, 4TO Ha oHe JeueHuss PTM yayurmiasocs o0Iee cocTostHHE,
YMEHBIIAJICSI KOMKHBIN CHHIPOM, KyIIMPOBAJIOChH CyCTaBHOE 1/MJIN
MBIIIIEYHOE BOCIIaJIEHHE ¥ TOPMO3HUJIOCH IIPOrpeccupoBaHme pudposa
BHYTPEHHUX OPTAHOB, YJIyYIIIaJIach MU CTA0OMJIN3UPOBAIACD
JlerouyHas PYHKIIHA IIPH XOPOIIIeM COOTHOIIEHUH PUCK/II0JIB3A.

IIpu cpaBrHernU adppexTuBHOCTE PTM M 1tmrnodocdana y
narreHToB ¢ MIIJI-CCJI Ov110 0TMEUYeHO CTATUCTHUYECKHT 3HAUYMMOE
IIPEUMYIIIECTBO IIePBOTO.

Ymcsio manmmueHToB, UMEBIINX 3HAUYNMOE YJIYUIIIeHe JIETOUHOM
dbyuxrimn, orteauBaemoii mo OIKEJI, u yBenunuernue OHKEJI > 10% B
rpymiie PTM 0r1710 B 4 pasa 0osblIlie, UeM B TpymIle IukJjaodgocdana (p
= 0,038). OgHOBpEeMEHHO CTATUCTUYECKH 3HAYNMOE yJIyUIlleHrue Ha
doue neuenusa PTM 3acduxcupoBaHo IIpU OIleHKe TecTa 6-MUHYTHOM
XOJIBOBI, KOKHOIO CUeTa M cUeTa TIKECTH.



I'UBT: TAPTETHBIE ITPEIIAPATEI (3)

ITepenocumocts PTM ObLiIa JIydilie, a KOJHUYECTBO BCeX
HesKeJIaTeJIbHBIX ABJIeHUM, KpoMe MHPY3UOHHBIX, —
MeHBIIIe, YeM B TPYIIle IIallleHTOB, IIPUHUMABIITITX
1ukJIodgocdan. Poccuiickiii oIbIT TaKKe II0KA3aJI, UYTO
yepes rof JIeUueHUs y 00JIbHBIX, mosaydasinux PTM, mo
CpaBHEHHUIO C IIalleHTaMHU, IIPOXOIUBIINMHY JIedeHe
TPATUIITMOHHBIMI MeTOdaAMU, PYHKIIUI JIETKUX YJIIYYIIAJIach
MJIN CTA0OMJIN3UPOBAJIACE.

ITo-Buagumomy, mpu 0oJiee aauTeabHoM jgedeHun PTM
pe3yabTaThl MOT'YT OBITE elrle Jiyuite. O0 aTom
CBHUIETeJILCTBYIOT JaHubie D. Daoussis 1 coaBT., KOTOpEIE
yCTaHOBUIM, UYTO Ha oHe Jteuenus PTM B Teuenme 4-x JieT
O EJI B cpenrem npomoskasia MeaJIeHHO HapacTaThb,
TOT/Ia KaK B TPYIIIE CPpaBHEHU, T/Ie 00JbHBIE II0JIyUaJIn

TPAaJUIITMOHHYIO TE€Pallnio, 9TOT IIOKa3aTeJIb CHHUKAJICA.



I'UBT: TAPTETHBIE ITPEITAPATHI (4)

B macrosmiee Bpemsa nposonurcsas PKY RECITAL, B koTopom
cpaBHUBaIOTCA 9pPeKTUBHOCTL U tepeHocuMocTb PTM u
1ukJopochana y narmmenTos ¢ MIIJI, accortmmpoBaHHBIMIE C
PasHBIMU CUCTEMHBIMU PEBMATHYECKUMU 3200/ IeBAHUSIMH.

Iless aTOrO HICCIEMOBAHUA — IIOATBEPIUTEH d9PPEKTUBHOCTD
BHyTpuBeHHOro BBegeHusa PTM mo cpaBHEeHMIO CO
CTAHIAPTHOM Tepamnued MUKJIodpochaHoM BHYTPHUBEHHO, a
TaK:Ke OIIeHUTH BO3MOYKHBIE 9KOHOMMUYECKHE IIPEeNMYIIIecTBa
pUTYyKCHUMaba II0 CpaBHEHUIO CO CTAHIAPTHON Tepallne.

B 2016—2017 rr. 6oJbIlIasg rpyIiia oKCIEPTOB paccMoTpesia
pasaununble aaropuTMel jgededus UIIJI-CCJ u opumniia
3aKJIIOUEeHHUIO, UYTO MUKO(peHoIaTa MopeTn I, ITnKJIodocdaH
BHyTpuBeHHO 1 PTM mo/:KHBI ICII0JIB30BATHCSA B KaUecTBe
MHIYKIIMOHHOU Tepalluu I1ePBOM, BTOPOM M TpeThbeu JIMHUM, a
MUKO(peHoJIaTa MOPETHUI, a3aTUONPHUH U ITUKJIoPocdaH
(BHYTPHBEHHO HUJIX B Ta0JETKaX) — B KaUecTBe
IIOJJePsKUBAIOIIEM Tepalliu IIepBOM, BTOPOU U TpeTheM JIMHUU
COOTBETCTBEHHO.



I'UBT: TAPTETHBIE ITPEIAPATEI (5)

Ha done neuvenns PTM ormedeHbl yMeHbINIEeHHE KOXKHOT'O
(p1bpo3a u cradbmIn3aling NJIn yaydlleHe (PyHKIINN JIeTKITX
(yposenw doxasamenivnocmu C).

Y 6onpupix CCJl PTM npumeHsior npu Heap(peKTHBHOCTH
MJIM HEBO3MOSKHOCTH IIPOBEIEHUS CTAHIaAPTHON Tepalluu
MMMYyHOCyIpeccaHTaMU (HasHaYeHHBIX II0 II0BOY IIOPAKeHU
KU3HEHHO BA'KHBIX OPTaHOB), IIPH TAMKEJIOM TeUeHUN
3200JIeBAHUS C BBICOKOM aKTHUBHOCTHIO M HEOJIATOIIPUATHLIMH
daxTopamu mporaosa (yposerus doxazamenvrocmu C).

PTM masuaugaior mo 2 r BHyTPUBEHHO yepe3 6-12 mec,
yMeHbIIas 1o3y 1o 1,0-0,5 r mpu goctmskeHun apderra.
Jleuenue moBogaT B TeueHue 2-4 jer.



I'UBT: TAPTETHBIE ITPEITAPATHI (6)

Touunu3zymad — MOHOKJIOHAJIBHOE aHTUTEJIO K perientopy 1L-6,
KOTOPOE YCIIEIITHO IPUMEHSIETC OJIs JIEYeHUS PeBMAaTOMTHOTO
apTpPHUTA U IPYTUX ayTOUMMYHHBIX 3a00JIeBAHUA.

IIepBoBIi OIIBIT HPUMEHEHHUSI TOITUIN3yMAada ¥ HEKOTOPBIX OOJILHBIX
CCJl moxasaJy ero appeKTUBHOCTD IIPH pedppakTepHBIX opMax
apTputa, nepexkpectaoix popmax CCJl ¢ peBMaTOMIHBIM
apTPUTOM, JEPMATOIOJIUMHUO3UTOM 1 BACKYJIMTAMU.

O peKTUBHOCTD U IIePEHOCUMOCTDL TOITNIN3yMa0a y 00JIBHBIX C
muddysuaoi popmoit CCJl B panHei cTaauu ObLIA U3y4UeHa B IBYX
KJIMHUYECKUX HUCIIBITAHUIX, B KOTOPBIX IIEPBUYHOM TOYKOH OIleHKH!
apperTHBHOCTH OBLIO yayullieHue KoskHoro cuera. B PKU
FaSScinate 0b110 mpogeMOHCTPHUPOBAHO, UTO IIPHEM
TOIIMJIN3yMAaba Ha IPoTsKeHnn 48 Hede b IIPUBOIUI K
KJIMHUIYECKHN 3HAUMMOMY YMEHBIIIEHUIO KOKHOIo cueTa (X0TsS 1
CTATHUCTHUYECKH He3HAYMMOMY II0 CPABHEHUIO C T'PYIIIOH I1JI1a11e0o0),
1 B 9TOH I'pyIiiie ObIJI0 3HAYMMO MeHbIIle 00JILbHBIX CO CHUMKEHIEeM
OIKEJI > 10% 3a mepuosn HabII0geHUI, UeM B I'pyIne miaaiebo. B
rpy1me miaaiebdo ormeuasu cHmskerne O E]]L, B To BpeMs kak ¥
IIOJIVUABIINX TOITUJIN3YyMa0 PYHKIINS JIETKUX OCTABAJIACh
CTAOMJIBHOM.



I'UBT: TAPTETHBIE ITPEITAPATHI (7)

Brlu Takike IIoka3aHbl OTHOCUTEIbHASI 0€30IIaCHOCTD M XOPOoIIast
repeHocumocTh rpenapara npu CCJI mocie 6-12 mecsiien
JIEUEHUsI, XOTS YaCTOTa Cephe3HbIX MH(PEKITHH ObLIa
CTATUCTUYECKH 3HAYMMO BBIIIIE, UeM B rpyie miaaieoo. Oto PKU
IIPOJOJI:KUJIN B OTKPBITOH pase, B KOTOPOM Bce O0JIbHEBIE ¢ 48-1 110
96-10 HemeJII0 IIoJIyYaJId TOIMIN3yMao. B coBokyIrHOCTH C
pe3yJabTaTaMU IepPBhIX 48-MU HeaeJIb IBOMHOTO CJIEIIOT0
HCCJIeOBAHUS UTOTH OTKPBITOH (pas3bl IMOATBEP UM, UTO
TOIIMJIN3YMAa0 YMeHbIIIaeT IPOSABJIeHUS PUOP03a KOKH U JIETKUX U
yayudiiaeT pusudeckyio pyukimo y nartueaTos ¢ CCJ, onHako B
TO JKe BpeMs ObLJI OTMeUeH IIOBLIIIIeHHBIN PUCK PA3BUTHS
Cepbe3HBIX NHQEKITNA.

B 11e710M mMeoIecs pe3yabTaThl II03BOJISIOT pACCMaTPHUBATD
TOIIMJIN3yMal KaK IIepCIeKTUBHELIHN mIpenapart ajd jgdeuernus CC/I.

B mapte 2021 roga, mocse 3aBepiuenud 111 daser PRU,
IIOCBAIIEHHOro npuMeHeHuo Tormmandymaoa npu CCJl, u mocse
TOT'0 KaK OBLIIM IOJIYUYEHBI JOKAa3aTe/ILCTBA €0 TOPMOSSIIIEro
Baugaug Ha O EJ], Tormmimmnsymab ObLT peKoMeHI0BaH
aBTopuTeTHoM oprauusanueir Food and Drug Administration niag
sneuennsa UI1JI, accorrmuposaunoro ¢ CCII.



I'UBT: TAPTETHBIE ITPEITAPATHI (8)

HeanexBaTHEBIN Tog00p 00JIBLHBIX IJIs TapreTHol Tepanun B PKU
MOKET IIPUBOIUTDH K HEOJHO3ZHAUYHBIM HUJIM HETAaTUBHBLIM Pe3yJIbTAaTaM,
eCcJIX y IIalllieHTa HeT TOUKU IPUJIOKEHUs OJIs BO3IeHCTBUS
TApreTHOro IIpernapara. BamHoCTh aJgeKkBaTHOTO II0a00pa 00JIBHBIX, B
YACTHOCTH, MOYKeT OBITH IIPOCJIeskeHa Ha IpuMepe U3yUYeH s
adpdeKkTUBHOCTH abamauenma B paHIOMU3UPOBAHHOM I1JIaIie00-
KOHTpoJInpyeMoM uccaenopannu 11 ¢passr y 00JIbHBIX ¢ paHHEH
cragueii nuddysuoir CCJI.

Yepes rox mmocsie HavyaJja Tepalluy BEIPAKEeHHOCTh KOKHOI'O CUeTa y
0O0JILHBIX B CPABHUBAEMBIX I'PYIIAaX He PasIndajach, XOTI Y
IIAITMEeHTOB, IOJYUYaBIINX a0aTallellT, ObIJI0 CTATUCTUYECKY 3HAYIIMOe
yJIydIllIeHHe TakuxX nokasareieii, Kak Health Assessment
Questionnaire for Rheumatoid Arthritis, HAQ-DI, n
kKoMOuHupoBaHHEIA nHAeKC Composite Response Index in Systemic
Sclerosis, CRISS, npeniosxeHHBIT AMEPUKAHCKIM KOJIJIEIKEeM
pesmaTtosioruu (American College of Rheumatology) miis ormenku
aperxTrBHOCTH Tepanuu rpu nuddysuoit dpopme CCJI.

B stom PKU, Hapsanay ¢ olieHKo# KOMKHOTO CUeTa, OIIpe e IssIin
ITPUCYIIUHI 9TOMY 3a00JIeBAHUIO IPOPHIL dKCIIPECCHH T'€HOB B KOYKHBIX
OmomTaTax, B3ATHIX OO JIEUEHHS U CILyCTs I'0JI IIocJIe ero HavaJsa (nf=
84). NcxomHo mmpeBaIMpoBaIiv BOCOAJIUTEIbHEIN (Y 39% O00JILHBIX) 1
HOPMOIIO00HBIH (Y 39% 00JILHBIX) CyOTHIIBI, 1y 21% oIpeaesniics
prbponpoindepaTUBHBIN CYOTHII.



I'UBT: TAPTETHBIE ITPEITAPATHI (9)

Ha done j1euenus adbaraiierrTomM y mammeHTOB C
BOCIIAJIUTEJIBHBIM ¥ HOPMOIOZO0OHBIM IPOPUIAMU
SKCIIPECCHUY T'€HOB IIJIOTHOCTD KOKH (KOMKHBIN CUeT)
CTATHUCTHUYECKU 3HAYNMO CHIKAJIACH II0 CPABHEHHUIO C
rpynmnoi miaaebdo, a y 00JIbHBIX ¢ pruOponporndepaTuBHBIM
CyOTHIIOM pa3JINYMuM C TPYIIIOH I1J1a11e00 He OBLIIO.

B 10 xe Bpemsa npu oubponposudepaTUBHOM Ipoduie
SKCIIpEeCCHUM I'eHOB ObLIa TeHaeHIuI K yBeandeHnnio OiHEJ],
B OTJIMYHE OT OOJILHBIX C JPYTUMHU CYOTHIIaMHU,  KOTOPBIX

DOKEJI cumkanace.

B stom PKH 0n110 TOKa3aHO, YTO KJIACCUPUKAIIUAS
0O0JIBHBIX II0 IIPOQPUIII0 SKCIIPECCUU I'eHOB B KOMKHBIX
OmoIITaTax MOKeT IIpeacKa3aTh Pa3JIUYHBIN OTBET Ha
TapTreTHYIO OMOJIOTHYeCcKYIo Tepalinio. B mepciexkTuBe aT0
MOSKET OBITH MCII0JIb30BAHO IIPU 0TOOpE OOJIBHBIX IJIs
KJIMHNYECKHUX UCIBITAHUN U B KIIMHNYECKOU IIPaKTUKE.



I'UBT: TAPTETHBIE ITPEITAPATEI (10)

B macrosiIee BpeMs yueHbIe IPOIOIKAIOT N3yYaTh METOIbI
Boanericteud Ha TGF-B, koTopblii aB/IsI€TCS KIIIOUEBBIM
ITUTOKHOM B IIpolieccax orOpo3000pa3oBaHMUs, 1 UCCIIEIYIOT

ero adpdpertnr mpu CCII.

Baokuposanue TGF-08 Ha Mmonessax OpuBOOUT K
IIpeayIpeRIeHNI0 pa3BUTHA PUOPO3a UJIH K er0 YMEHbIIIeHUIO.
IIpoxomut ucueitanue 11 dpasel npenapaTt adbumy3symad (auTu-
MHTerpuH aVB6), KoTopblii TopMO3UT cBsa3bIiBaHue TGF-B ¢ ab-
rerepomuMepamu, npenynpesxaasa akrusaro TGEF-62.
Murniensio npenapara P144 asisercs nsodopma TGF-812, a

ppezontumymad (GC1008) Bo3mericTByeT HA BCe TPU
nsogopmser: TGF-B1, TGF-82 u TGF-83.

Hapsany c mepeuncjieHHBIMHU BBIIIE pa3BePHYTHI OO PHEIE
TeopeTHUYeCKHe UCCIeJOBAHMS U IINJIOTHEIE UCIBITAHUSA
IIperapaToB, JeMCTBYIOIINX Ha pa3JIMdHbIe IIOTeHITHAJIHHO
KJIIOUEeBEIE TOUKH — PeIenToPhI (PaKTOPOB PoOCTa, IIPOTEaACOMEI,
MHTEerpuHbI, oHKocTaTH M, pasauunrie 1L, pennenTopsr B- u T-
JINMQOITUTOB.



B31J141 B BYJIVIIIEE

CoBpemenusniii atan B usyuenun CCJI
COIIPOBOKIAETCS ITOCTOSHHO YBEJIMINBAIOIITIIMCSI
yncsaoM PR, nsyuarommx HoBRIE IIperraparTsl, a
TaKyKe II0SIBJIEHMEM HOBBIX IEPCIIEKTUBHBIX II0JIX0/I0B
K Tepalnuy Pas3JIUYHBIX IIPOSIBJIEHUN 3200/ IeBaHUs.

B To e BpeMsa coxpaHseTcs IIOoTpeOHOCTL B
pacIIupeHny apceHaaa MeTOO0B, YIIYUIIIAIOIIIIX
TedeHre 00JIe3HHU 34 CUeT KOPPEKIIUH IIaTOJIOTUYECKUX
UMMYHOPETYJATOPHBIX HAPYIIIEHUM.

O0benuHeHMe YCUINH YIeHBIX, Bpadel U IallieHTOB B
MeskIyHapogHoM Maciitabde, HoBbie PR u
MHOT'OIIEHTPOBEIE IIPOrPaMMEI Jal0T OCHOBAHIE
HaJIeAThCS Ha IIporpecc B Kypalluy 1 Ha YJIyUIlleHHue
mmporuao3a CCJI.



CITACUBO 3A BHUMAHHUE!




