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2. Coornourenune kogo8 MKbB-10 u MKB-9

MKB-10 MKB-9
Kon Ha3zBanmue Kon HaszBanue
M34.9 CHCTEMHBIN CKJIEPO3 HEYTOYHEHHBIN - -
M34.0 [Iporpeccupyrommuii CUCTEMHBI - -
CKJIEPO3
M34.1 Cunapom CREST - -
M34.2 CHCTEMHBIN CKIIEPO3, BI3BAHHBIN - -

JIEKapCTBEHHBIMU CPEICTBAMU U
XUMHAYECKUMHU COCTUHEHUSIMU

M34.8 Hpyrue Gpopmbl CHCTEMHOTO - -
CKJIEpO3a
CHCTEMHBIN CKIIEPO3 HEYTOYHEHHBIN - -

M34.9

3. Jlara pa3pa6otku/nepecMoTpa nporokoJia: 2016 rox.

4. Iloab30BaTeJ NPOTOKOJA: Bpaud CKOpPOM MOMOIIM, Bpaud OOIIEH MPaKTUKH,
MeUaTpPbl, PEBMATOJIOT .

5. Kareropusi nanmeHToB: ACTH.
6. IlIxasa ypoBHSI 10KA3aTeJIbHOCTH:

YPpOBHH J10KA3aTEJILCTB MCIOJBb3YEMbIX MEIUIMHCKUX TEXHOJOTHUUA I10 OMNPEICIICHUIO
IlenTpa mokazarenbHON MeauIHBI OKCHOPICKOTO YHUBEPCUTETA.

Knacc (ypoBenb) || OombInvie 1BOWHBIE ClETbIe TUIAIIE00KOHTPOIUPYEMbIE

(A) UCCIIEJIOBAHMS, a TAKXKe JaHHbIE NOJyYE€HHBIE ITPU METaaHAJIN3e
HECKOJIbKMX PAaHIOMHU3UPOBAHHBIX KOHTPOJIUPYEMBIX
HICCJIEIOBAHUH.

Knacc (ypoBenb) |l | HEOOmbIIME paHIOMU3UPOBAHHBIE U KOHTPOJIUPYEMbIE

(B) MCCIICJIOBAHUS, TIPH KOTOPBIX CTATHUECKHUE JAHHBIE TIOCTPOSHBI

Ha HEOOIBIIIOM YHCIIE OOJIBHBIX

Kinacc (yposensn) Ill | HepannoMu3upoBaHHble ~ KIMHUYECKHE  HCCJIEAOBaHUS  Ha
(C) OTPaHUYCHHOM KOJIMYECTBE MalleHTOB

Knacc (yposenb) |V | BeIpaGoTka rpymnmoit SKCIEpTOB KOHCEHCYCA IO OMPeIeTICHHOM
(D) npobieme

7. Omnpenenenue [1]: HOBeHWJbHas CHCTeMHasl CKJIEPOAEPMHS - XPOHHUYECKOE
MOJIMCUCTEMHOE 3a00JIEBaHUE W3 TPYIIIBI CHUCTEMHBIX 3a00JIEBaHHMI COEIMHUTEIHLHOM
TKaHW, pa3BUBawIIeecss B Bo3pacte 10 16 Jer w  XapakTepusyrorieecs
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mporpeccupyomumMu  (hruOpo3HO-CKICPOTUICCKUMUA ~ U3MEHEHUSIMA  KOXKH, OIOPHO-
JNBUTaTEIIbHOrO anmnapaTra, BHYTPEHHUX OpPraHOB M BAa30CHACTUYECKUMHU PEAKIUSMH IO
TUNY CUHApPOMA PeliHo.

8. Knaccnpukamus [1 - 5]:

NB! O6wmenpunsitoil kiaccudpukaimy 3a00J€BaHNs HE CYIIIECTBYET.

JleTckue peBMATOJIOTH Yalle BCETr0 WCIOJB3YIOT KIACCU(UKAIMIO I  B3POCIBIX
narenToB ¢ CCJl, paznuuas cnenyromue KinHnIeckne Gopmsr [2]:

Kaununveckue ¢popmsl FOCC:

MIPECKIIEPOJICPMHUS;

HOCCI ¢ muddy3usiM nopaxkennem koxu (qudpdysHas popma);

FOCC/] ¢ nuMuTHpOBaHHBIM MTOPAKCHUEM KOXH (aKpOCKIIepoTHUecKas (popma);
CKJIepoepMusi 6€3 CKICPOICPMBI;

CMEIIaHHOE 3a00JeBaHUE COCTUHUTEIFHOM TKAaHM M TIEPEKPEeCTHbIE (OPMBI —
Osepnan-cunapom (ITPC).

3 BapMaHTa TeYeHUs:

e ocTpoe, ObICTpomporpeccupyomee (¢ TEeHEepaIu30BaHHBIM (UOPO30M KOXKU U
BHYTPEHHUX OPT'aHOB);

® [I0J0OCTPOE, YMEPEHHO Iporpeccupytoiiee (mpeodiiaiaeT UMMyHHOE BOCIIAJICHHUE);

® XPOHHYECKOE, MEJIEHHO TMporpeccupymomee (c mpeobiaagaHueM COCYIUCTON

HIaTOJIOTHH).

3 cTeneHu AKTHBHOCTH:

e | — MuHUMAaJbHAL;

o |l —ymepennas;

e Il — makcumanbHasl.

3 ctaauu 3a00/1eBaHMS:

e | —navanpHas (1-3 ouara Jiokanu3anuu OOJIC3HN);

e Il — renepanuzoBanHas (OTpakaroiiasi CHCTEMHBIH, MOJUCHHIPOMHBIN XapakTep
nporecca);

e |lll — mo3gusAs (TepMuHaANIBHAS), KOTIAa UMEETCS HEAOCTATOUYHOCTb (PYHKIIMH OJHOTO

uau 0oJiee OPraHoB.

IIpenBapureibHble KIACCH(PUKALUMOHHBbIE KPUTEPUM KBEHWIBHOM CHCTEMHOU
ckJjepoaepmun[l,3-5]:

BOJIbIION KPUTEPUH MMPOKCUMAJIbHBIN CKJIEPO3/MHAYPALIASI KOYKU
(OBSIBATEJBLHBIN)
MauJible KpuTepUH
ITopaxxeHne KoxH 1.CritepotakTunus
[Tepudepuyeckue cocysl 2.Cunnpom Peitno

3. /lururanbHble 3Bbl KOHYUKOB INAJIBLEB
4. TunuuHble N3MEHEHNS PHU KaWUIIPOCKOIINU

ITopaxenne XKKT 5. Hucharus
6. 'actpo-a30dareanbHblil pediiokc
Bosneuenue cepana 7. Apurmust

8.CepreuHast HEZJOCTATOYHOCTh




[Toueuynbie mposIBIECHUS

9. OCTpBIii CKIECPOACPMUUECKHUIN KPU3
10.BHOBB HauaBIasics apTepHalibHasl TUIIEPTEH3US

PecniupaTopHsliil TpakT

11.JIerounsrii pudpo3 (KTBP/pentrenorpadmus)
12.Jlerounas runepTeH3us
13.Camxenne nuddy3nonHoi crmocodHocTr aerkux<80%

MprlieyHo-cKesieTHas cucreMa

14. Kpenurauus cyxoxxXuaui
15. Aptpur
16.Muosut

HCBpOJ'IOl"I/I‘IGCKI/Ie IIPOABJICHUA

17. Cunzipom KapnaJlbHOTO KaHajia
18. HeBponatuu

Ceponornyeckue MapKephbl

19. AHTHUHYKJI€ApHBIE aHTUTEIIA

20. Crnetuduunsie st CC/l ayroantuTena: aHTHLIEHTPOMEPHBIE, aHT
torousomepasa-1 (Scl-70), anrdpubpumiapusie, antu-PHK momumepa
ITulll

Ilpumeuanue. JIns ycTaHOBIEHUS JUar€Ho3a HEOOXOIUMBI OJUH OOJBIION M KaK MHUHHMYM JIBa MaJbIX
KpUTEpHUsl, BO3pacT nanueHTa 10 16 ner.

Knaccmbnxaunonﬂme KPUTEPHUH 1JIsd TMATHOCTUKH CHCTEeMHOM CRJIEpOaACpMHUHA

[3, 5]:
ITapameTpoIl BapuaHThl NpU3HAKOB basuibl
1. YioTHeHMe U yTONIIEHUE KOKU 00EUX PYK BbILIE — 9
nsicTHO-(hanmaHroBeix cycraBoB (I1DC)
2. YIUIOTHEHUE U YTOJIIEHNE KOXKH TaJbIEB Orek nasnpleB 2
CKJ1epoIaKTUITIS 4
3. JlururanpHas UIIEMHUS SI3BoUKH 2
Py6uuku 3
4 Teneanruskra3zuu — 2
5. KanmymispoCKONMM4eCKre N3MEHEHHU S — 2
6.Jlerounasi runepTeH3Us U/UIH UHTEPCTULIMATbHAS Jlerounas runepreH3us 2
00J1€3Hb JIETKUX Konnarenosas 0osie3Hb 2
JIETKOTO
7.DeHoMeH PeiiHo — 3
8. CrenudnyHble ayTOaHTUTENA (MAaKCUMAIbHBIN Oas aHTHHeHT%%I}/I_‘;%HHe’ arr g
,
3) antu-PHK-nonumepass! I11. 3

Cymma 0asuioB onpeensieTcs MyTeM CI0KEHHUsSI MaKCUMallbHOE KOJIMYECTBO 0aJUIOB B KaXKIOU
kateropuu. [1arueHTsl ¢ 00IUM cueToM, paBHbIE MU 0oJIbIle 9 KiIacCuUIMPYIOTCS KaK UMEIOIue
OIpe/IeNIEHHBI CUCTEMHBIN CKIIEpPO3.

9. IMATHOCTUKA U JJEYEHUE HA AMBYJIATOPHOM YPOBHE[1-18]:
1) lnarHocTuyecKue KpUTEPUH:

Kaao0b1 1 aHaMHe3:

o011ast c1a00CTh;
CHIDKCHUS alllCTHTA,;

NOBBILLICHUS TEMIIEPATyphl Tella yaie 10 cyoheOpuiIbHbIX HUPP;

MOTEPs MacChl Tena (OTCTaBaHWE B (DU3UYECKOM PAa3BUTHN);
HaCJIeICTBEHHBIN (paKkTop;




® TI0/IBEpraHME BO3JCUCTBUIO PA3IUYHBIX  (akTopoB. wuHpeKuu (perpo- U
IIUTOMETAJIOBUPYCHI), XUMUYCCKHE BellecTBa (IMMPOIYKTHI HEPTH, XJTOPBHHMII, TICCTUIUIBI
U JIp.), BaKIIMHAIINH, JICKAPCTBEHHBIC BellecTBa (0JICOMUIIUH U JIp.) U JIP.;

® CTpecc, TPaBMBbI, IEPEOXIIAKICHUS.

Otauuue FOCC/I ot B3pocibix ¢popm 3adoeBanusn [2 -10]:

® yacToe u 0oJiee BEIPAKEHHOE MPOSBICHNE CYyCTABHOTO CHHAPOMA,;

Pa3BUTHE CTOMKUX KOHTPAKTYD;

PEAKOE TIOpaKEHUE KOXKH ¢ HETHUITMYHBIM IIPOTEKAHUEM M BHYTPEHHUX OPTaHOB;
penkoe HabmoaeHne cuaapoma PeitHo;

peaKoe pa3BUTHE JTMXOPAIKH, TOXYICHUS, MUO3UTA U OCTEOJIN3A.

PduznkaabHoe 00c/Ie10BaHNe:

KoxHblil cHHAPOM:

3 cTauu KOXKHOTO TIOPaXKEHUS;

® CTaJaus OTEKa,

e CcTaaus MHAYpaluH,

e CTaaus CKIEpo3a H aTpopuu.

BapuaHTbI KOKHOTO CHHAPOMA!

CUCTEMHas cKiiepojiepMus ¢ JUh y3HBIM MOPAKEHUEM KOXKU;
AKPOCKJIEPOTUYECKUI BAPUAHT;
npokcuMaibHas GopMma;
TEMUCKIIEPOJICPMHUS;

atunu4Has hopma;

1o 1KoxHbIN KaabiuHo3 (CREST-cunapom).
Cocyaucroe nopaxxeHue:

e cuHapoM PeiiHo;

®  TEJICaHTMAKTa3HH.

IopaxeHue OMOPHO-ABUTATEJIbHOTO ANNAPATA
® OCTEO0JIM3a HOT'TEBBIX (hajlaHT MajbIIEB;

®  CKJICpOJAKTHUIINS,

e remuaTpodus 3y00UeTIOCTHOTO anmapara,;

® [IOJMMHUO3HUT.

ITopa:keHue eIy I09YHO-KHIIEYHOT 0 TPAKTA:
® 3aTPYJIHEHHS IPOTJIaThIBAHUS MHUIIIH,

® JUCIENCUYECKHUE PACCTPOMCTBA;

® [IOTEpsl MACCHI TEA.

IMopaxenue JErkux:

® CyXOH KallleJb;

e ojpbllKa Ipu GU3UIECKON HArpy3Ke,

e HapymieHue (YHKIIMHA BHEITHETO JIBIXaHMUS,
® CHWKCHHE KU3HCHHON EMKOCTH JIETKUX.
IMopaxenue cepaua:

® HapyIlIEHUE PUTMA U MPOBOJUMOCTH;



® CHWXEHHUE COKPATUTEIHHON CIIOCOOHOCTH MUOKAP/A;
® cepjacdHasg HEAOCTATOYHOCTb.

ITopa:keHue mouex:

e CleA0Bas NPOTEUHYPUS;

® MUHHMMAJbHBIM MOYEBOM CHHAPOM;

e HapymieHue QYHKIUU MTOYEK;

e qoBbiieHue AJl.

ITopa:keHue HEPBHOM CUCTEMBI:

® CYJIOPOXHBIA CUHIPOM;

® TIEeMUILUICTUYECKAs] MUTPEHb;

e 0OYaroBbl€ U3MCHEHHUS B TKAHHU I'OJIOBHOI'O MO3ra.

Ocaoxunenust npu FOCC/I [1-26]:

® KCIYJOYHO-KHIICYHBIH TPaKT: BO3MOXHO Pa3BUTHE CTPUKTYPhl HIKHEH TPETh
MUIICBOJA BCJCACTBAC PYOIOBBIX HW3MEHCHUH TIPH  PEIUJAMBHPYIONIEM  S3BCHHOM
MOPaXCHHUH, a TAaK)Ke JKEITYJOUYHOTO KPOBOTCUCHUS TP MHOXKECTBECHHBIX TEICAHTUIKTAZUAX
CJIM3UCTON O0OJIOUKH KETYKA;

® CEpACYHO-COCYIUCTAs CHCTEMa: apUTMHHU, KapIHOMHOIIATHS;

e Jiero4Hsidd pudpos;

e [0OYCYHAs HEAOCTATOYHOCTD;

e OocCTpas TUIICPTEH3UBHAS dHIE(DaTONATHSI.

JlabopaTopHbIe UCCJIEI0OBAHMS

e 0o0mui anamm3 kpou (yBenuuenne COD, yMEepeHHBIH TPaH3UTOPHBIM JIEHKOIIMTO3
W/WIY 303UHOPUITHS);

e 00mWMit aHAM3 MOYM (YMEpEHHasl MPOTECHHYPUS);

e Ouoxumuueckuii ananus kpoBu (KOK, anpaonaza, oommii 6emok, 0eaKoBbie (hpakiuu,
AJIT, ACT, Oumupyoun, snexrtponutsl, ACJIO, XonecTtepuH, KpeaTHHHWH, MOYCBHHA,
JII0KO03a, IeovHas Gocdarasza);

e ummMmyHosornueckue uccienosanus (CPb, mo nokazanusm Ig A, IgM, 1gG, AHD);

e Koaryjorpamma.

NHcTpyMeHTAIbHBIE UCCJIEIOBAHUS:

e sjekTpokapauorpamma u IOXO-kapauorpamMma — IS YTOYHEHUS KapAuadbHOU
[aTOJIOTUU, WCKIIOUYECHUS JIETOYHOM apTEPUaJIbHOW THUIIEPTEH3UM, HAPYLIEHUW pUTMA U
MIPOBOAMMOCTH, OYarOBbIX U3BMEHEHUN MUOKap/a.

e VY3U opra"oB OprOIIHON MOJIOCTH, TTOYEK;

e pentrenorpadus OI'K — nys uCKIIrOYeHUS UHTEPCTUITUATIBLHOTO MTOPAKEHHUS JISTKUX.

e KOXxHas mpoba ¢ TyoepkynmuHoM (peakius Manty, luackuaTtect).



2) JImarHocTHYECKHUi aJaropurm [2]:

1 - s cTynensn:
nopo3penue Ha CCJL

2 — 5l CTyNIEeHb:

JAuarno3

[ FEenv HeratTurART

JAunddepenunanbHbli

JIUATHO3;

OcmoTtp apyrum
CIEelATHCTOM.

BoabHbIe ¢ mpeanoJiaraeMbIM JIMArHO30M
CHCTEMHOT0 CKJIEP03a HMEIOT:

e (enomeHn Peiino;

®  OTEK KHCTEW/CKIICPOJaKTUIIHIO,

e no3uTuBHbIA AH®D.

OcMOTp naimenTa peBMaTOJI0rOM:
e  Kanwmuispockonus;
e  Brsaenune SD — 70, AlIA.

N\

CJH/I IIO3UTHUBCH XOTA 6I)I OOIUH HpI/I3HaK \
YCTAHABJIMBAETCH TUATHO3 PAaHHEH CKJIePOIepMHu.
Haznauaercst oOciiejoBaHue:

KT rpyaHoii kiietku;
(YHKIIMOHATIBHBIE JIETOUHBIC TECTHI;
MaHOMETPHS IHILNEBO/A;

9xo0 — KT j

[ IIaTosorum Het — HAOJIIOAEHUE ] [

IIaTosnorus ecTs — BHIOOP JIeUeHHSA ]

3) InddepeHnuabHbIi THATHO3 M 000CHOBAHHE TOMOJTHUTEIbHBIX HCCII€I0BAHUIA

[1-14]:
Juarnos O06ocHoBaHMe 119 OocaenoBanus Kpurepun uckiarovenus
auppepeHunaIbHO AMarLo3a
¥ IMAarHOCTHKH
IONA CycraBHoii cunapom | Pentrenorpagus ITopasxeHne cycTaBOB HOCUT
CyCTaBOB, CTOMKHUU, IPOTPECCUPYIOLIIUI
KT u MPT, xapakrep. BelpakeHHast yTpeHHsIs
JlaGopaTopHsble ckoBaHHOCTb. 1o Mepe
JTaHHbBIE MporpeccupoBaHus 3a00eBaHus
pa3BHUBaeTCA JECTPYKLUS
CYCTaBHBIX MTOBEPXHOCTEN U
nedopmarnus cycraBoB. TunuuHele
9PO3UBHBIE U3MEHEHM Ha R-
rpammMme. Tspkenoe nopaxeHue
BHYTPEHHUX OPraHOB.
OrpanndeHHast ITopaxxeHne KoxH ®usuKanbHbIE OuaroBoe (OmnsiieyHas) u
CKJIIEpOAECpMUs JTAaHHBIE, JTuHelHoe («ynap cabiei»,




Kanunnspockonus

remMudopma) MOpakKeHUE KOXKH U
HoJUIC)KAIUX TKaHEH.

Cxiepoaepma [Topaxenue KoXxu du3uKaIbHbIE Bripaxxennast unypanus B
bymike JTaHHbIE 00J1acTH JHIIa, IeH, IIICYEBOTO
nosica. Hepenkas cBs3b ¢
MpeanecTByomel nHpeKnen
BEPXHUX JIBIXATEJIbHBIX ITyTEH.
Juddy3nbrii KoxHnslil n ®u3nKaIbHbIE Hauunaercs ¢ npenmuiednii n/unm
S03MHO(UIIBHBIN | CYyCTaBHOM CHHAPOM | JaHHbIE, rOJIEHEN C BO3MOXHBIM
dacuuut PenTrenosnoruuecku | pacnpocTpaHEHHEM Ha
e 1 1abopaTtopHbIe MIPOKCUMAJIbHBIE OTJENbI
HCCIIEIOBaHUS KOHEYHOCTEH U TYJOBHILE; NaIbLIbI
KHCTEH U JIMLO OCTAIOTCS
MHTAKTHBIMH. XapaKTepU3yeTCs
MOPAKEHUEM KOXKH 10 TUITY
«aIesIbCHHOBON KOPKWY,
crubaTeNbHBIMI KOHTPAKTypamH,
703uHOpUINEH,
TUIepraMMariooyaTnHeMuen u
noseimieHnemM COD.
Cucremnas KoxHbr1it ®usnKanbHbIC XapaxkTepHas «0aboukay Ha JUIIE,
KpacHast CYyCTaBHOM CHUHJIPOM | JJaHHBIE, JVCKOMJIHbIE O4aru, OTCYTCTBUE
BOJIYAHKA MOPAKEHUE JlaGoparopHbie KOHTPAKTYp CYCTaBOB,JICHKOIIECHHUS,
BHYTPEHHUX UCCIIEJIOBAHHUS TPOMOOLIUTONEHMUS,
OpraHoB nosnioxutenbHble anturena Kk JJHK
FOBeHubHBIM KoxHbIl, cycTaBHON | PU3MKAIbHBIE Tunnunele MOpaxeHUs KOXKU:
JIepMaTOIOIN CHUHJPOM, JTaHHBIE, napaopOuTanbHasi SpUTeMa,
MHUO3UT MopaxeHHe nabopaTopHble cumnToM ['oTTpoHa, cuMnTOM
BHYTPEHHUX UCCIIEJOBAHMS, «TPSI3HBIX JIOKTEN U KOJIEH»,
OpraHoB AJeKTpoMHOrpadust | Mporpeccupyroas MbllIeqHas
CJ1a00CTh.
bonesns Peitno KosxHnbiii cunapom du3uKaIbHbIE [Ipuctynoobpa3noe u3MeHeHNE
(akpounaHo3) JaHHBIE U L[BETa KUCTEN U UX OHEMEHHUE,
nabopaTopHbIE 0oJee MATKOE TEUCHHE, OTCYTCTBUE
VICCIIEZIOBAHHUS MOPaXEHUE KOXKH, BHYTPEHHUX

opranos, AHA.

4) TakTuka Jeuenus [1-14]:
e MO ICPKUBAIOIIAs TEPATIHS;
® IHCIIaHCEPH3AIIHSL.

— HeMeaukaMeHTO3HOe JieUeHHe:

Pexum:

e (u3MUeCKUe YNPAXHEHUs ISl COXPAHEHUS (PYHKIIMOHAIBHOW aKTUBHOCTH CYCTaBOB;
® pEKOMEHAYeTCs MpsMas OCaHKa MpU XOJb0€ U CUACHUU;

® (CIIaTh HA )KECTKOM MaTpace U TOHKOM NOAYIIKE;

® UCKJIIOYUTH MICUXO03MOLMOHAIBHBIE HArpy3KH, TpeObIBaHNE HA COJIHIIE.

uera:




e HyMmepamus CTOJIOB 3aBHCHT OT NPEUMYIIECTBEHHOTO TOPAKEHUS BHYTPEHHHUX
opraHoB (ctoia Ne 10 ipu cepaeuHoi naronoruu, croia Ne7, 7A, b npu nopaxeHuu Moyex);
® OrpaHu4eHHe MOTPeOJCHUS YIIIEBOJOB U KUPOB, PEANOUYTUTENbHA OCIKOBAs UETA;

e ymnoTpebiieHne MPOAYKTOB C TTOBBIMICHHBIM COIEpKAaHUEM Kaiblusa U BuTamuHa D mis
npo(UIAKTUKHA OCTEONOPO3a.

dusuorepanus:

e yIbTpa3Byk uiu ¢oHoPope3 ¢ KOPTHUKOCTEpOUAAMH WM C JUAa30i Ha ouar
MOpaXKEHUs U TapaBepTeOpaibHO;

® anIUIMKallMd  pacTBopa AUMETWICYIb(pokcHaa (IuMEKcHa) ¢ JA00aBlIeHUEM
COCYIOpPaCUIUPSIONINX, MTPOTUBOBOCHAIUTEIBHBIX CPEJICTB HA IMOPaXEHHBIE YYaCTKU
KOXU;

e ayekrpodopes sybumumaa (1 — 2%) 1 mamaBepuna (0,1%) Ha MIEHHBIN 1 TOSICHUIHBINA
OTJIEJIbI IO3BOHOYHUKA;

e Maccax, JedeOHas (u3kyabTypa (B COOTBETCTBUM C  WHAUBUIYaJTbHBIMU
BO3MOXHOCTSIMU OOJIBHOTO).

— MeankaMeHTO3HOE JIeYCHHUeE:!

B xauectBe 6a3ucHol Tepanuu ucnoiib3ytoT 'K, nurorokcuueckue cpeacrsa u I'UBII.
IIr0KOKOPTHKOUABI — TMPEAHU30JIOH WM METWINPEIHU30IO0H B cpeanux aoszax 0,8—1
MI/KI B CYTKH C TOCJIEIYIOUIUM HUX CHIKEHHEM MpU JOCTHKEHHH TEpPaneBTUYECKOIO
a¢pdexrta u monHOW oTMeHOW. 'K MO3BOMSIIOT CTaOMIM3HPOBATH KOXHBIN Ipoliecc,
KYyIIMPOBaTh MPOSBICHHUS apTpUTa, aKTUBHOIO MHO3UTA, CEPO3MTA, albBeoduTa. B psae
ciydaeB 0pu AUPPY3HOM TNOpPAKEHUH KOXHU OBICTPOIPOrPECCUPYIOLIETO TEUEHMS
npoBoasaT 1admadepes3 (3 — 5 ceaHCOB) B COYCTAaHHMM C IyJIbC-Tepamuei
METHJINpeHN3070Ha B 03¢ 10 — 15 Mr/kr Macchl yepe3 6 4acoB MOCie KaXJI0ro ceaHca
[1®. [Ipu BeipaxkenHom ¢udpo3e, B mo3aHIOW cTaauio Oose3nu, ['K He ToIbKO
HeA((DEKTUBHBI, HO U YCUIIMBAIOT CKIEPOTUYECKUE MTPOIIECCHI.

uToTOKCHYECKHE CPeCTBA

Memompexcam (/]) — ipenapar nepBoro BeIOOpa, MOKa3aHUAM JIJIsi HA3HAYCHUS SBJISTFOTCS
MOPAKEHUE KOXHU, OCOOCHHO B PaHHEH CTaJMH, MBIIICUYHbIA U CYCTaBHOHW CUHAPOMBI.
Hasznauaror 15 mMr/m2 1 pa3 B Hefento nepopajibHO COBMECTHO € (POJIMEBOM KHUCIOTOM B
CTaHJapTHOM 03¢ (eXKEeTHEBHO, KpOME JIHS MprUeMa METOTpeKcarTa) B Teuenue 6 — 18 mec.
Luxnogpocpamuo (B) — npenapat BbIOOpa JJIs JICUSHUS] MHTEPCTULIMATBHOTO MOPAXKEHUSI
nerkux, auddysHoit ¢opmbl roBeHmwIbHOW CCJ] ObICTpONpPOrpecCUpYIOMIEro TEUECHHS
BHYTpHUBEHHO B 703¢ 400 Mr/mM2 noepxHocTH Tena 1 pa3 B mec. JIuTenbHOCTh Tepanuu —
6 — 12 mec.

Mukoghenonam mogpemun (/[) B KadecTBe MOANEPKUBAIOIIETO HMMYHOMOIYJISTOpPA
MIEPOPAJIBHO.

I'eHHO-NHKeHEePHBbIEe OMOJIOTHYeCKHe NMpenapaTbl IPUMEHSIOT IIPHU MPOTPECCUPYIOILIEM
muhy3HOM TIOpaKEHUU KOXKM, SBHBIX KIMHUYECKUX TMPU3HAKAX BOCMATUTEIBHON
AKTUBHOCTU (CEPO3UT, MUO3HT, MHTEPCTUIIMATHLHOE TOPAXKEHUE JIETKUX, pPePpaKTEepPHBIN
CUHOBUT W/UJIM TEHOCUHOBUT).

Pumyrxcuma6b (/]) Ha3zHauaeTcss BHYTPUBEHHO B 03¢ 375Mr/M2 TOBEPXHOCTH Tejla B
HEZeNI0 B TeYeHUH 4 mocienyomux Heaenb. [IoBTopHbI Kypc pUTyKcMMaba mpOBOISAT
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yepes 22 — 24 Hezenb Mocje NepBOro BBEASHUS Mpenapara npy COXpaHsIOIIENcs BBICOKOU
aKTUBHOCTH OOJIE3HHU.

Koppekuust Hapymenuii MUKpOUMPKYJISIAA

* brokaToppl KaJbIMEBBIX KaHAJIOB MPUBOAAT K YMEPEHHOMY, HO JOCTOBEPHOMY
YMEHBILIEHUIO YacTOThl U TSXKECTH MPHUCTYyHoB Bazocnazma. [logbop mo3bl GiiokaTopoB
KaJbI[MEBBIX KAHAJIOB y JETeM OCYIIECTBISIOT C YYE€TOM HHAMBHUIYaJIbHOM
IIEPEHOCUMOCTH, BO3pacTa W Macchl peOeHka. IlpemapaTel KOpOTKOro JeicTBUS —
Hudenumuu (A) mepopasibHo B f03e 1,25 — 7,5 Mr/cyT., mpemapaTthsl MpOJIOHTUPOBAHHOTO
aeicTBus — HUdeaunuu (kopuHdap perapn), amaoaunud (A) B goze 1,25 — 7,5 mr/cyr.,
Ha3HaYeHHE KOTOPBIX MPEINOYTUTEIbHEE.

* Hruburopsl aHTHOTEH3UH-TIPEBpAIIAIONIeTO (pepMeHTa — KalTONpUI, YHATAMPUIT —
Ha3HA4alT OOJIbHBIM C HCTUHHOHN CKJIEPOJAEPMUYECKON MOYKOM, COMPOBOXKIAOLIEHCS
BBIpaXEHHOU Ba3oKOHcTpukuuen u Al'. Kanronpun ucnons3yrot no 6,25 — 12,5 mr 3 pasza
B CyTKH, dHananpui — 1o 0,1 — 0,2 mr/cyT. B 2 — 3 npuema.

 Juniupuaamon (1) nepopanbHo S MI/KT B B 2 — 3 mpuemMa

* [lentokcudummms () B noze 15 — 100 mr/cyT. B 2 — 3 npuema

* AnnpocTtaaui (CUHTETHYECKHi aHanor mpoctaridadauHa El; mo 6 HI/Kr B yac, yepes
UH(QY30MaT), pa3AeieHHbId B 2 MpUEMa, YTO MO3BOJSAET OBICTPO YIYUIIUTh COCTOSHUE
OOJIbHBIX.

KypcoBoe nedenne coctout B cpeiHeM 14 nHEH, 3aTeM /103a CHHXKAeTCsl 10 3HI/KT B yac.
B teuenue 3 nueli (moctossHHbIA MOHUTOPUHT OKI').

IlepeyeHb OCHOBHBIX JIEKAPCTBEHHBIX CPEACTB: CMOTPETh MYHKT 12, MOAITyHKT 5.
IlepeyeHb TOMOJHHUTENbHBIX JEKAPCTBEHHbBIX CPEIACTB: CMOTPETH MYHKT 12, MOANYHKT

S5.
Tabunna cpaBHeHHs NPENAPATOB:
Knace | JlekapcTBeHHOE IIpeumymecTBa Henpocratkn Y IMepeuen
cpeacreo MHH b KHO®
['moxo MIPOTUBOBOCIIATTUTENBHOE, | cuHIpoM Kymuara, Y- (A) +
KOPTH | TIPEJHU30JIOH MPOTHBOAIUIEPTUYECKOe, | 3aJiepKKa MOJIOBOTO
KOUJT 5wMr MIPOTUBOIIIOKOBOE, pa3BUTHS, POCTA,
HMMYHOIETIPECCUBHOE TOILIHOTY, pBOTY,
JIECTBUE. MOpaXeHue CITU3UCTOU
KKT u np.
I'mroxo MIPOTHBOBOCIIATIUTENbHOE, | cuHIpoM Kymuara, YI-(A) +
KOPTH | METHJINIPETHHU30 | MIPOTHBOAIUIEPTUYECKOE, | 3aJlepKKa MOJIOBOTO
KOHJL OH MIPOTHBOILIOKOBOE, pas3BUTHS, pOCTa,
4 mr, 16 MT HWMMYHO/JIETIPECCUBHOE TOLIHOTY, pBOTY,
JIECTBHE. MOpaxeHue CITU3UCTOU
KKT u np.
AHTH MMMYHOCYIIPECCUBHOE | IIOBBIIIEHUE YPOBHS Y- (B) +
MeTab | MeToTpeKcar JIECTBUE. TpaHCaMHWHA3,
OJIUTHI JHUCIIETICUYECKUE
ABJIEHUS (TOIIHOTA,
pBOTa, 1Uapest),
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JIEUKONIEHHUS,
MHTEPCTULMAIIbHBIN
ITHEBMOHHT, (prdpo3
ne4eHu, NHPEKITUOHHBIN
IpoIIecC

Anxun UMMYHOCYIIPECCHBHOE JICHKOTICHHMSI, YI-(A)
upyro | nukinodocdamMus | gecTBHe. reMopparu4ecKuit

iy 200 mr. IIUCTHUT, obOparumast
Tpemna ajonenys,  JielkeMus,
pat mumdpoma,  TEePEXOTHO-
KJICTOYHAs KapIuHOMa U
Ap.

Ummy HMMYHOCYIPECCHBHOE Towmmnora, psota, quapes, | Y — (1) +
Hozen | MuKodeHomar JENCTBHE. 3arnop, JEHKOICHUS WU
peccan | moeTun JIEMKOLIUTO3, aHEMUS,
Thl TPOMOOLUTOIEHUS,
MTOBBIILICHHE YaCTOTHI
MH(PEKITMOHHBIX u
CENTHYECCKHUX
OCJIOKHEHUU U JIp.

— AJropurM  JedCTBMH NPHM  HEOTJOXKHBIX  CHTYaUHMsIX:  IPEIyCMOTPEH
COOTBETCTBYIOIINM ITPOTOKOJIOM IO OKa3aHUIO HEOTJIOKHON MEIUIIMHCKON TOMOIIIH.
— Jlpyrue Buabl JieUeHUsl: HET.

5) MMoka3zanus MJIs1 KOHCYJbTAIIMA CIIENAATHCTOB [2]:

® KOHCyJbTalMsi Hedposora — MPU HAIUYMU TMPU3HAKOB TMOPAKEHUS] TOYEK ISt
MPOBeICHUS] OMOTICUY TIOYEK;

® KOHCYJIbTAIlUsl HEBPOJIOTa — B CJIy4ae Pa3BUTHS HEBPOJOTHUECKON CUMITOMATUKH IS
yTOYHEHHUs XapakTepa ¢ CTENEHU TMOpPaKEHUs HEPBHOM CHCTEMBbl M moabdopa
CHUMITOMAaTUYECKOUN TEPAIIUH;

® KOHCYJbTalMs OPTATBMOJIOTa — C LETBI0 YTOUHEHHS TeHEe3a 3PUTENIbHBIX HAPYIIEHUN
(matosiorusi cocynoB cetuatku B pamkax CC/I, nposiienust modounoro aevcteust 'K unu
cunapoma Illerpena);

® KOHCYJbTalUSl XUpypra — JJis PEIICHUsT BOIMpPOCa O MPOBEICHUH XUPYPTUUECKOUH
KOPPEKIIMU TIPU HAJIUYUK CTHUOATEeNbHBIX KOHTPAKTYyp, nAeopManuii ckenera u
KOCMETHUYECKHX Je(EKTOB.

6) IMpopuinakruyeckue meponpusitus [1-8]:
IepBuuyHast npoQUIAKTUKA: HET.
BropuyHas npouIaKTHKA. BKIIOYACT KOMIUIEKC MEpOIPUATHM, HAIPABJICHHBIX Ha
peIoTBpalleHe PElUIUBOB 3a00JIeBaHUS:
® JHCIIaHCEPHOE HAOJIOACHUE;
® JUINTENBbHOE TMPOBEJACHUE MOIJCPKUBAIOIIEH Tepanuu, pa3padOTaHHOM € y4yeToM
WMHANBUAYAIbHBIX OCOOCHHOCTEH MallMeHTa U BapruaHTa 00JIe3HH;
® [IOCTOSIHHBIN KOHTPOJIb O€30MaCHOCTH MPOBOJUMOTO JICUEHUS] U MPH HEOOXOAUMOCTH
€ro KOppeKuusi;
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e (00eCreyeHue OXPaHUTEIBLHOIO pexuma (OTPaHUYECHHE TICUXO3MOIMOHANBHBIX H
(Gu3MUeCKMX Harpy3ok, MpU HEOOXOAMMOCTH OOyyeHue AeTel Ha /oMy, MOCEHIeHUuE
IIKOJIBI JIMIIb TIPU TOJIYYEHUU CTOMKOM PEMHUCCUHU, OTPAaHUYEHHE KOHTAKTOB JIJIst
YMEHBIICHUS PUCKA Pa3BUTUS UHPEKIIMOHHBIX 3a00JI€BaHU);

® [peloXpaHEeHHE OT MHCOJISNHU, UCKITIoUeHHEe puMeHeHus Y @O;

® BBEJICHHE raMMa-TJIOOYJIMHA OCYIIECTBIISIETCS TOJIBKO MTPU a0CONIOTHBIX MOKa3aHUIX.

7) MOHUTOPHMHT COCTOSIHUSI ManueHTa[2-4]:
AMOyIaTOpHO—TIOIMKIMHUYECKAsT TTOMOIIb OKa3bIBACTCSA B JICTCKOM PEBMATOJIOTHYECCKOM
KaOuHeTe.

8) UnaukaTopbl 3(PpPeKTHBHOCTH JI€YEHHSsI: CMOTPUTE MyHKT 12, moanyHKT 9.

10. HOKA3ZAHUA JJISI TOCIHUTAIU3BAIIMUA C YKA3AHUEM THUIIA
TF'OCIIUTAJIU3ALINUA [1,3-8]:

10.1 Ioka3anus 1 IJIAHOBOM rOCIUATAIN3AIMH:

e ne6ror FOCCJI;

® MOHHUTOPHHI COCTOSIHUS peOeHKa;

® KOHTPOJb MPOBOJIUMOTO JICUCHHUS;

® OIEHKH ero 3(PGEeKTUBHOCTU U MEPEHOCUMOCTH.

10.2 IToxa3anus AJis1 IKCTPEHHOM rOCUTATU3AINHI:
® [I0sIBJIEHUE MPU3HAKOB MIPOrPECCUPOBAHUS U OCIOKHEHUS 3a00JIeBaHUS.

11. TMATHOCTUKA M JIEYEHUE HA DTANIE CKOPOW HEOTJIOKHOH
IHNOMOIIN: npeaycMOTPEHO COOTBETCTBYIOIIMM IPOTOKOJIOM IO OKAa3aHUI0 CKOpOH
HEOTJIOKHOU MEIUIIMHCKON IOMOIIIH.

12. AIMATHOCTHUKA U JIEYEHUE HA CTAIIMOHAPHOM YPOBHE [1-33]:
1) lnarHocTuyecKue KPUTEPHH: CMOTPETh MyHKT 9,moanyHKT 1.

JlaGopaTopHbIe HcC/IeI0OBAHUA: CMOTPETh MMYHKT 9, MOAMYHKT 1.

e omnpenenenue  ypoBHs CXCL4 —  mnoBblmaercs nOpud  NMHEBMOQUOpo3e,
MIPOrPECCUPYIOLIEHN JIETOYHON TUIIEPTEH3UH;

e ompeaeneHuss ypoBHsi NT-proBNP — BbIsiBiisIeTCSl MOBBILIEHHWE B CHIBOPOTKE MPHU
paHHEN JIErOYHON TUIIEPTEH3HH.

HNucTpymeHTaibHbIe HccaenoBanus [11]: cmotpers myHKT 9,oanyHKT 1.
® KaNmWUISPOCKOINHMSI HOTTEBOIrO JioKa BbIsBIseT xapakrepHbie ans CCJl u3meHeHus
(Iunatauus U peAyKUMs KanWULIPOB) Ha paHHEH craguu 00Je3HH, 00JaJaeT BBICOKOM
YyBCTBUTEIBHOCTBHIO U CHEIU(PUIHOCTBIO;
¢ (pYHKIIMOHAJIbHbBIE JIETOYHBIEC TECTHI JJIs BBISIBJICHUS PECTPUKTUBHBIX HApYLICHUI;
e peHTreHorpadus mnumEeBoAga ¢ OapueBOM CMECbIO Jis BBISIBICHUS TUIOTOHUU
NUILEBOA;
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e (ubporacTpoayoaeHOCKOMNH S — AJis BBISIBJICHUS TUIIOTOHUH U CY>KEHUS MUIIEBOAA;
e o¢rampMocKONUs — ISl OLEHKU COCTOSIHUS CETUATKU IJ1a3a U COCY/I0B IJIa3HOTO JIHA.

2) JInarHocTUYeCKUI aJropuTM: (cXeMa) CMOTPETh IMyHKT 9, MOAMYHKT 2.

3) IlepeyeHb OCHOBHBIX JMATHOCTHYECKUX MEPONIPUSTHMA:

o Ouoxummueckuii anams kposu (KOK, PO, munuaHelii ciekTp);

e UMMYHOJIOTHYCCKHE UCCIIeoBaHus: aHTH SCI-70, aHTUIIEHTPOMEPHBIC aHTUTEIIA;
e koaryinorpamma: pudpunores, AUTB, npoTpoMOHUHOBBIN HHJIEKC;

® CYTOYHAs MPOTECUHYPHS.

4) IlepeyeHb TOMOJHUTEIbHBIX THATHOCTHYECKUX MEPONIPUSITHIA:

® HMMYHOJIOTHYECKUE HCCIEIOBaHUSI: HMMMYHOTpaMMa, aHTUTeNla K JABYCHHpaIbHON
JIHK, antutena k PHK — momumepase I11; NJI-1, NJI-6, DHO-a (110 moka3aHusIMm);

® aHaJM3 KaJjia Ha CKPBITYIO KPOBB (110 TIOKA3AHUSAM);

® aHaJIKU3 MOYM MO 3UMHHIIKOMY, TTpoOa Pebepra (1o mokazaHusm).

NucTpyMeHTAIbHBIE UCCJIEIOBAHUS

® KOMIIBIOTEpHAsT TOMOTrpadusi ¢ BHICOKUM Pa3pelICHUEM OPraHOB T'PYIHON KIIETKH —
JUTSL UICKJTFOYEHUSI MHTEPCTUIIMAIBHOTO MTOPAKEHUS JIETKUX (TI0 MOKa3aHUsIM);

e cyroyHoe MoHuTopupoBanue IKI' — nmpu HapylIeHUH pUTMa U TPOBOJUMOCTH;

e cruHTUTpadus — ISl YTOYHEHUS KapJAHAJbHOW IMaTOJOTHH, WCKIIOUCHHS JETOYHON
apTepuaIbHON TUTIEPTEH3WHU, HAPYIICHUH PUTMa M ITPOBOJIMMOCTH, OYaroBBIX N3MEHEHUH
MUOKapaa (10 MOKa3aHUsIM);

® KareTepu3allys MPaBbIX OTJEIOB CepIla — MPH JICTOUHON TUIIEPTEH3HH,

e 0(TATBMOCKOMHS — JUIsl OLIEHKH COCTOSTHUS CETYATKH TJia3a U COCYJIOB TJIa3HOTO JIHA;

e OuorcUs MOYKH (TI0 MOKA3aHUSIM);

e CyTO4YHOE€ MoOHUTOpUpoBaHuE AJl I yTOUYHEHUS TMOYEYHOW mMaTtojJoruu (1o
MOKa3aHUsIM);

® THCTOJOTUYECKOE HCCcleqoBaHue (OMOTICUSI KOXKH, MBI, (acuuid) A yTOYHEHHS
auartosa v qudpepeHnraibHON JMarHOCTUKY;

e syekTposHuedanorpadus (Mo MoKa3aHUsIM);

e KBaHTU(EPOHOBBIN TECT (110 MOKA3AHUSIM);

e ompenenacHue aHTthTead KiaaccoB A, M, G k camemoHemie kumieunoit (Salmonella
enterica),uepcuHuH SHTEPOKOJINTHKA (Yersinia enterocolitica), UEPCUHUN
nceBnoTyoepkynesa (Y.pseudotuberculosis), Opyuemne, mmremie draexcHepa, 30HHE,
Herokacin, xmamuausam (Chlamydiatrachomatis, Chlamydophila psittaci, C. pneumoniae),
mukoriazme (Mycoplasmae pneumoniae) B kpoBu (110 TIOKa3aHHUSM);

e omnpezaeneHue aHtuTen kiaccoB M, G k mmromeraioBupycy (Cytomegalovirus) B
KpOBH (110 MOKa3aHUsIM);

e ompejelcHUEe B ChIBOpOoTKe KpoBu aHtuten k Borrelia burgdorferi kmacca M u G
METOJOMHENPSAMON UMMYHO(ITFOOPECIICHIINHA (T10 TIOKA3aHUSIM);
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®  CEpOJIOTMYECKOE UCCIEI0BaHNE KPOBH Ha BUpYychl renatutoB B, C, repreca [ u Il Tumna
(10 MoKazaHusIM);

® 0aKTEepUOJOTUYECKOE UCCIEIOBAaHUE CIU3W C MUHAAJIWH U 3aJHEH CTEHKU TJIOTKH Ha
a’poOHbIe U (PaKyIBTATUBHO aHA3POOHBIE MUKPOOPTaHU3MBI (IO MTOKA3aHUSAM);

®  MHUKPOOHMOJOTHYECKOE UCCIICIOBAHNE KPOBU U MOYH (ITO TIOKA3aHUSIM).

I/IHCprMeHTaJIbHI)le HCCJIeA0BAHUA, HCITOJIB3YEMBbBIEC OJIA AUATHOCTUHKHU
ckJepoaepmuu [1-2]:
IIpenmosiaraemasi maTosorust Bua ucciaenosanus
['unoTronus numeBoaa, peduiokc-330¢aruT, CTpukTypa | Manomerpus
MUIIeBOA 330(aroracTpoayoIeHOCKOMHUS
Pentrenorpadus nuieBoa ¢ KOHTPACTOM
HuTepcrunmanbubiil pudpo3 Pentrenorpadus, KoMobloTepHas
JlerouHast TUTIEPTEH3HA tomorpadusi, QyHKIHS BHEITHETO JIbIXaHUS,
cuuHTUTpadus
Oxokapaunorpadus, KOMIbIOTEpHAs
ToMorpadus
Aput™mun MonutopupoBanue IKI'
OuaroBsiii (pubGpoO3 MUOKapaa OKT', axokapauorpadus, cuuHTUrpadus
[Tepukapaut Oxokapanorpadus, KOMIbIOTEpHAs
TomMorpadus
OcTpas cknepoaepMuyeckas HedponaTus MonuTopunr AJl, ypoBeHb KpeaTUHUHA U
pEHUHA B KpOBH, 0(hTaIbMOCKOIHSI, OMOTICHS
MOYKH

5) Takruka Jjeuenusi [1,3 — 8]: yrouHeHue nuarHosa, Mmoja0Op MATOTCHETHUECKOMN
TEpaIny, OTMPECIICHHE BCEro KOMIUIEKCA TeparuM, KOTOPBIH B JajbHEHIIEM OyIaeT
MPUMEHSATHCS B aMOYJIaTOPHBIX YCIOBHSIX.

— HemMeaukaMeHTO3HOe€ JieueHHUe:

Pexum:

® PEKOMEHAYETCS COXPaHATh MPSAMYIO OCAaHKY MPH XOAh0E U CUICHUH;

® (CIIaTh HA )KECTKOM MaTpace U TOHKOH MOAYIIKE;

®  WCKIIOYUTH IICUX03MOIMOHATBHBIC HarPy3KH, TpeObIBaHNE HA COJTHIIC.

[uera.

HymMepanms cToJIOB 3aBUCHUT OT MPEUMYIIIECTBEHHOTO MMOPaXEHUS BHYTPEHHUX OPraHOB:

e ctoJ Ne 10 mipu cepJieuHOM MaTOJIOTUH,

e cron Ne7, 7A, b npu nopaxeHuu Moyvex;

® TIpW MOPaXCHUH MHINEBO/IA CICAYET N30eraTh TBEPIOH THUIIIH;

e TpU TMOPAKCHUM KHUIICYHHKA HEOOXOIMMO  YIOTPEOJATh MMy, OOraTyro
PaCTUTEIILHBIMH BOJIOKHAMU;

e cienyeT ymnoTpeOssiTh OOJIBIIOE KOJIMYECTBO BUTAMHHOB M MUHEPAJIOB, TaK Kak
3a4acTylO WX BCAChIBAHUE B KUIIICYHUKE HAPYIIICHO;

e crnenyer uszberarh Oonbmux 103 BuTamMuHa C (6onee 1000 me/Oemw), Tak Kak OH
CTUMYJIUPYET (POpMUpPOBAHUE COCTUHNUTEILHON TKaHU.

14



B mepuoze octporo TeueHus u 000CTpeHust 00JIC3HN OTPAHUYMBATH IBUTATEIBLHBIN PEKUM
OOJIBHOTO.

— MeaukaMeHTO3HOe JieueHHe (B 3aBUCHMOCTH OT CTEeNeHH TS:KeCTH 3a00J1eBaHUA):
OpU HAJIMYUM KIMHUYECKUX M JJAOOPATOpPHBIX IPU3HAKOB BOCHAIUTENBHON WU
MMMYHOJIOTHUECKON aKTUBHOCTU B PaHHIOKW (ha3y CHUCTEMHOM CKJIEPOJIEPMHH IOKA3aHBI
TIIFOKOKOPTUKOCTEPOUIBI — IPETHU30JIOH WIIM METUIINPEAHU30II0OH B CpeiHUX 103ax 15-30
MT/CYT C MOCJIEAYIOIHUM WX CHHKEHHEM IPH JTOCTIKEHUU TepamneBTHIeckoro 3ddexra u
ITOJTHOW OTMEHOM.

Huroctatnueckue  cpeactsa, [IWUBII — npemapar  BeiOOpa  [uisl  JI€UYECHHS
MHTEPCTUIIUAIBHOTO MOpaXXKeHUs JETKUX, AUQy3HON (HOpMBI IOBEHUIBHOW CHCTEMHOM
CKJIEPOJIEPMUU OBICTPOIPOTPECCUPYIOLIETO TEUCHHUS.

[Ipu cunapome PeilHO M ero OCHOXKHEHUAX (MILIEeMHs, HEKPO3bl), JErOYHasi, MOYEeHHas
TUIEPTEH3Us TOKa3aHbl — OJIOKATOPBI KAJIBIUEBBIX KaHATI0B, UHTHOUTOPHl AI1D.

B kauecTBe 6a3ucHoi TCpalln UCIIOJb3YIOT I'NIFOKOKOPTHKOCTCPONUAbI, TUTOTOKCHYCCKHC

CpeICTBa.

Hepequb OCHOBHBIX JICKAPCTBCHHbLIX CPEACTB:

JlekapcTBen | DapMakoJior Cmnoco6 Y
HOe HYecKue BBeneHusi u | KparHocth JaMTeabHOCTh Kypca
CPeACTBO rpynunbl pasoBasi NPHUMEHEeHHA JIeYeHust
(MHH) J03a
[Tpenuuzono | I'opMoHBI per os 2—-3pa3asB Ha 6-12 nen, 3atem no3y | Y/ - C
H 0,3-0,5 JieHb (B MMOCTENEHHO CHUKAIOT JI0
MI/KT TepBoi noaaepxusarotieit 0,1 —
nonoBuHe 1Hs) | 0,2 MI/KT B CYTKH,
KOTOPYIO UCTIONB3YIOT JI0
12-15 mec, ¢
MOCTEAYIOIIEN MTOTHON
OTMEHOH mpenapara
Mertotpekca | UMmyHoOznemnpe | per 0s B HEJICITIO 6 — 18 mec. YI-1
T CaHT 15 mr/m2 1 pa3
[Muknodpocda | UMMyHOzenpe | BHYTPUBEHH | exkeMecsyHO B | B Tedenue 6 mec, npu Y/-B
MU CaHT O KarejJbHO | COYETaHUU C MOJIOKUTEIBHON
400Mr/M2110 | OpajIbHBIM JUHAMHUKE I1yJIbC-
BepxHOCTH | mpuemom 'K tepanuto L[D
Tena IIPOJOJKAIOT
OJIMH pa3 B 2—3 Mec enie
B TeueHue 18-24 mec.
Putykcuma® | Ummynonenpe | Buyrpusen | B teuenue 4-x | [loBropusiit kypc uepes | Y-/
CaHT HO nocienosarensd | 22 — 24 Henenb nocie
375 Mr/M2 | HBIX HEJEIb. IIEpBOTr'0 BBEICHUS
npernapara npu
COXpAHSIOIIEHCS
aKTUBHOCTH 3200JIeBaHUS

Hepeqeﬂb AOMOJHUTEJIBHBIX JIEKAPCTBCHHBIX CPEACTB
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Mukodenon | Ummynoxenpe | per os 2 pazaB nedb | B tredenue 12 mec. YI-1
aTa Mo(eTh | CCaHT Ir-2
r/neHb
Koppeknusi HapyeHHii MUKPOUMPKYJISIIHU
Hudenununa | brokaropst per os 2 paza B iIeHb | B coueranuu ¢ VI-A
KaJIbIIUEBEIX 1,25-75 JunupuaamMosiom 12
KaHaJIoB Mr/cyT. HeIelb.
AmnonunuH | biaokatopsl per os 2 paza B iIeHb | B coueranuu ¢ VI-A
KaJIbIIUEBBIX 1,25-75 JunvipuaamMmosiom 12
KaHaJIOB Mr/CyT. HeZelb
Junupunamo | AHTHOIIPOTEKT | Per 0S B 2-3 mpuema, | 1-—2 mec. YI-J
hi§ OpHI U 5 Mr/kr
KOPPEKTOPHI Macchbl Tena
MUKPOLIMPKYJIA | B CYTKH
107078
Anmipoctanu | AHTHONIPOTEKT | B/B yepe3 B 2 mpuema B teuenue 14 nuei, YI-A
hi§ OpbI U nHpy3omar 3aTeM J03a CHUXKAeTCs
KOPPEKTOPbI B MUHYTY 110 3HI/KT Yac B TE€YCHHE
MUKPOLIUPKYJIS | CO 3 —X JHeH, 3aTeM OTMeHa
002078 CKOPOCTbBIO (pu MOCTOSTHHOM
50-75 mn monutopunre IKI')
6 HI/KT B 4ac
Kanronpun | UHruOGuTOpHI per os 3 pazaBcytku | o YI-A
AllD 6,25-12,5 nmocTkeHus 3P dexra
MT
Onananpun | UaruGuropsr | per os 2—-3pa3asB o noctwxenus s¢dekra | Y/I-A
AllD " B/B JIeHb
0,1-0,2
MT/KT
Jlis1 JieyeHusi KaJbIMHO3a
Juntrazem brokarop 240 — 480 1-2pazas 10 JOCTHYKEHUS V]I-B
THJIPOXJIOPH | KaTbIIHEBBIX MT/CyT NIeHb TeparneBTHYECKOTO
hi| KaHaJIOB BHYTPb s dexra
Junarpue rpyIimna 0,25-1r €XKEJHEBHO B Ha Kypc 15 BiuBanwmii (2- | V-B
Bas COJIb komruiekcoHoB | (5-20 mur | Teuenue 5 3 Kypca B roj)
STUJIEHIUAM 5% JIHEH ¢
UHTETPAyKCy pacTBopa) MOCJIeTYIOIIM
CHOI KamnejbHO, 5-aHEBHEIM
KHCITOTHI BHYTPUBEHH | HHTEPBAJIOM
(Ka2-D51TA o0, B 350-
WJIU TPUJIOH 400 M1 5%
b) pacTBopa
TJTFOKO3BI,
He OoJee
10-12
Karenb B
MUHYTY
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Bejenue naiuenTa, noJiyyanero puTykcumMad B ycJ0BHSX cTalHoHapa [2]:

YciaoBus JieueHus

Putykcumad

Ko-TpuMokcazon + TpUMETONpUM TEpOpaIbHO B
MPOPUITAKTHYECKON /103€ 5 MI/KI/CYTKH IOCTOSIHHO,
Ha BpeMsl JICYCHHUS PUTYKCHMAa0OM, a TaK)Ke B TCUCHUE
roga mocie ero orMmeHbl. llenp — mpodunakTrka
ITHEBMOITMICTHON MH(EKITUH.

B ClIydac KaTapaJlbHbIX HBJ'ICHPIfI, JIUXOopaaKu
H «d10KallJIMBaHU)

[TnaHoBOE BBEIEHUE PUTYKCUMA0a MPOITYCTUTH;
KOMITBIOTEpHAsT ~ ToMorpadusi  JErKux
UCKJTFOUEHUS] HHTEPCTUIIMATBHOMN THEBMOHUHY;
— CEpOJIOTMYECKOE HCCIIEAOBAHHE KPOBH C IIEITBIO
OIIpENICIICHUs] aHTUTEI K ITHEBMOIIMCTAM, XJIAMHTUSIM,
MUKOIIa3MaM, BUPYCY POCTOTO repueca,
nuromeraiopupycy (LIMB), Bupycy DnmreitHa—
bapp;

UCCIIC/IOBAaHUE aclupaTa, MOKpPOTHI (IIpu ee
HAIMYUU) JUISl ONPEIEICHUST aHTUTCHOB, XJIAMHIUH,
MUKOILIa3M, THEBMOIIUCT;

— HCCIICIOBAaHUE CIIOHBI U MOYH, KPOBH METOIOM
MOJIUMEPa3HOW IICMHOM pEeaKIWH Ui  BbISBICHHUSI
AKTUBHOM PpEIUIMKAIlMK BUPYCOB IPOCTOTO Teprieca,
[IMB, Dnmreiina—bapp).

JJIA

B ciyyae unTepcTHIIMANBHON THEBMOHUU T10
mauaeiM KT  (eme g0  monyueHus
PE3YJIBTATOB JIA0OPATOPHBIX MCCIICTOBAHUN):

Ko-tpumoxkca3zon + Ttpumeronpum 15 Mr/Kr/cyTku
BHYTPUBEHHO (110 TPUMETONpUMY) B TeueHue 14-21
JHS;

— KJIAQpUTPOMHULIMH 15 MI/KI/CYyTKH BHYTPHUBEHHO B
Teyenue 14-21 nus;

— nedrpuakcon 50-100 mr/kr/cytku B TeueHue 14
THEN.

B cmyyae  axkTuBHOH
LHATOMETATOBUPYCHOM,
BUPYCHOH MH(peKuuu:

repreTuIecKon,
Onmreitna—bapp

AnukioBup 5-10 wMr/kr/BBeneHue
Ka)KJIple 8 4acoB, WU

— TaHIMKJIOBUP 5 MI/KI/BBeieHHE BHYTPUBEHHO
KaxkJple 12 yacoB B Teuenue 14-21 mus;

BHYTPUBEHHO

— YEJOBEYECKUH HOpPMalbHBI  BHYTPUBEHHBIN
uMMyHOrIIoOynmuH,  coxepxkammid  IgG 0,2-0,5
I/KI/Kypc.
B ciay4dae TOTAJILHOT'O cHwxkeHus | Yenoseueckuit HOPMAaJIBHBIN BHYTPUBEHHBIN
CBIBOPOTOYHOIO YPOBHS BCEX | IMMYHOIJI00YnuH, conepxkamuit IgA, IgG, IgM 2-8
MMMYHOTJIOOYJINHOB: MJI/KT C MHTEpBajoM 1 Mec; eciM He JIOCTHraeTcs

JIOCTaTOUHBbIM  ypoBeHb Ig(G, wumm mnpoucxoaut
OBICTpOE €ro MOHUKEHHE, 103y MOKHO YBEIUYUTH JI0

16 MI/KI HWIM  COKpaTHTh HMHTEpBAT  MEXIY
BBEJICHUSIMU.
B cnyyae nedkoneHMM M HEUTpOIleHMM C | ['panynonuTtapHbIi KOJIOHMECTUMYJIUPYIOILHNA

aOCOIOTHBIM YHCIIOM HEUTPOPUIOB MeHee
1,5x109/1:

daktop (dunrpactum) 5-10 mkr/kr/cytku 3—5 nHeu
(mpu HEOOXOTUMOCTH — JOJBIINE) MOAKOXKHO [0

IIOJIHOM  HOPMaJM3allMM  4HUCJIAa  JIEMKOUUTOB H
HEeHTpoduIoB.
B cnywsae ¢ebpmibHOI  HelfTporenuu | ['panynouuTapHbIi KOJIOHMECTUMYJIUPYIOILHNA
(HeWTporeHus, cornpoBoxaaromascs | pakrop (punarpactum) 5—10 MKI/KI/CYyTKH MOAKOKHO
JMXOPATKON): JI0O TIOJHOW HOpMJIM3allMM YHcCIa JIEMKOLWUTOB U
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HEUTPOHIIOB;

— nedrpuakcon 50—100 Mr/Kr/cyTku BHYTPUBEHHO
JI0 BOCCTaHOBJICHHS JICHKOLUTApHOH (OpMYyNBl |
NpeKpaIleHus JTUXOPAIKH.

B cnyuae cemncuca — aHTHOakTepuUaIbHbIC
npenaparbl HIMPOKOTO CIIEKTPa IeUCTBHUS:

Hedrpuakcon 50-100 mr/kr/cytku + amukanuH 15
MI/KT/CyTKH WJIM HETHJIMHLIMH 5-7,5 MI/KI/CyTKH
BHYTPUBEHHO.

Ipu neagppexmusnocmu:

— mepornieneM 10—20 Mr/Kr/Kypc BHYTPUBEHHO;

— nedonepazon + cynapbaktam 40-80 Mr/Kr/cyTKH
BHYTPUBEHHO;

YEJIOBEUYECKUN  HOPMAIbHBIM  BHYTPHUBEHHBIN
HMMYHOTJIOOYMH, coaepxamuii IgA, IgM, IgG, 5
MI/KT B TedyeHue 3 aHed monpsin. HeoOxomumocTb

MOBTOPHOTO  Kypca 3aBUCUT OT KJIMHUYECKOTO
TeyeHHUs OOJIE3HH.

B ciiyuae wH(peknMu KOXHBIX MOKPOBOB M | HaOmropeHue xupypra;

MOJIKOYKHOKUPOBOH KJIETYaTKH (LIEJUIFOJIMT): | — MECTHasl Teparnmus;
— aHTHOAKTepHalbHbIC Mpenaparbl  IMHPOKOIO

CIEKTpa JACUCTBHS (aMOKCHIWUIHH, e(aIOCTIOPHHBI
3-r0 1 4-T0O TIOKOJICHHS).

B caywae wHOexmun

IyTEen:

MOYCBBIBOAAIIINX

bakTepuronornueckoe uccie0BaHIe MOYH;
— aHTUOAKTepUaIbHbIEC IPEIapaThl;
— YPOCENTHKH.

ITpu ocTpoii mim 060CTpEeHUH XPOHHUYECKON
MH(pEKINU:

Wudys3uu purykcumabdba He TPOBOASTCS;
— MpoBeAicHnEe NH(PY3UU HE paHee YeM Yepe3 HEIeNIo
MOCJIE BBI3JIOPOBIICHUSI.

® BBIPAXKXCHHBIC
HCOOCTAaTOYHOCTEIO,

KOHTPaKTypPbl

Xupypruueckoe BMemarteabcTBo [1-5]:
CYCTaBOB

CO 3HAYUTEIHLHOU

(GyHKIIMOHATBHOM

® TpaAHCIUIAHTAIUSl MOYEK MPU OTCYTCTBMM BOCCTAHOBJICHUS (DYHKIMHU IOYEK yepe3 2
rojia OT Hadaja reMoJuain3a npu HeponaTHH.

Jlpyrue Buabl jJedenus [1-5]:

e ceancel mnasmadepesa (IID) menecooOpa3zHO MPOBOAUTH B COCTABE «CUHXPOHHOM
Tepanum» — COYETaHUH CEaHCOB Ma3mMadepesa u myJibC-Tepaniuu METHIIPETHU30JI0HOM.
[TokazanusiMu K «CUHXpOHHOU Teparuny» sBisroTcs: FOCC/ mpu auddy3HoM mopakeHuu
KOXHU ObIcTpornporpeccupytromiero treuenus (Y1 - ).

7) IMoka3anus 115 KOHCYJIbTAIUH CIENUATNUCTOB: CMOTPHUTE MyHKT 9.

8) INoka3anus 1Jisl IEPeBO/IAa B OT/eJIeHHe HHTEHCHBHOM Tepanuu U peaHnMAaIum:

e ocrpas [IH nu CCH,;
® TsDKEJIbIC HAPYILICHUS PUTMA;

® CKJIEpPOJACPMHUYECKHUM ITOYCUHBIN KPU3.
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9) UnpukaTopsl dpdekTuBHOCTH JedeHus [1-5]:

® yMCHBIICHHUE WU OTCYTCTBHE KIMHUYECKUX PU3HAKOB 3a00JICBAHHS;

e crabuiamM3alys Wik OTCYTCTBUE MPOTrpecCUpoBaHmst KOXKHBIX cumnToMoB FKOCCL;

e 00paTHOE pa3BUTHE, OTCYTCTBUE WU MHHUMAIBHOE MTOPAKEHUE BHYTPEHHUX OPTaHOB;
®  [IOJIOKUTEIIbHAS JTMHAMUKA 71a00paTOPHBIX noKasarenen AKTUBHOCTH
BOCHAIMTEILHOTO MPOIIecca;

® OTCYTCTBHE MPOTPECCUPOBAHUS 3a00JICBAHUN M OCTIOKHEHHI.

10) JanbHeiilee BegeHHE:

Benenne nanueHTOB B aMO0yJ1aTOPHO-NOJUKJINHUYECKUX YCIOBUSAX

Beoenue nayuenma, nonyuarwwiezo I'K u/unu ummynooenpeccanmai

® OCMOTp BpauyoM-peBMAaTOJIOrOM — 1 pa3 B MecsIlI;

® KIMHUYECKUA aHaIM3 KPOBH (KOHIIEHTpAIUs TEeMOTJIOOMHA, YHCIIO SPUTPOLIUTOB,
TPOMOOITUTOB, JIEHKOLIUTOB, JieHKkouTapHas Gopmyna, CO3) — 1 pa3 B 2 Heneny,

e KIMHUYECKHI aHanu3 Moyu — 1 pa3 B 2 Henenu;

® KOHTPOJb OMOXMMHMYECKHMX IOKa3aTenel (oOmmii Oenok, OenkoBble (pakuuu,
MOYEBHMHA, KPEATUHUH, OUIUPYOUH, KaJIui, HATpUH, MOHU3UPOBAaHHBIA Kanmbuuii, AJIT,
ACT, I'TT, menounoit pocdarassl) — 1 pa3 B 2 Henenw;

® KOHTPOJb UMMYHOJOTHYecKux nokazateneit (CPb; nmo nmokazanusm — IgA, IgM, I1gG,
AH®) — 1 pa3 B 3 mecs1a;

e OKI' — 1 pa3 B 3 mecsna;

e VY3U OproiiHo# MONOCTH, Cep/ilia, Moyek — 1 pa3 B 6 MecsIIeB.

[InaHoBasi rocnuTaM3alusi B PEBMATOJOTHMUECKOE OTMACIICHHME — 2 pa3a B roj s
IIPOBENICHUS TIOJTHOTO 00CIIEIOBAHUS U KOPPEKIIUU TEPATTHH.

BremianoBasi rocuTanuzaius — B ciiydae 000CcTpeHus 3a00JIeBaHUS.

Beoenue nauyuenma, nonyuaiouwiezo 2eHHO-UHIICEHEPHbIE OUOI02UYECKUE NPEenapamul
(pumykcumao):

® OCMOTp BpauyOM-peBMaToj0roM — 1 pa3 B 2 Helenu;

® KIMHUYECKUN aHaIU3 KPOBU (KOHILEHTpALMsI TEeMOIJIO0WHA, YHUCJIO SPUTPOILIMTOB,
TPOMOOIIMTOB, JIGUKOIIUTOB, JeiikouuTapHas ¢popmyna, COJ) — 1 pa3 B 2 Heneny;

e KJIMHUYECKUHN aHAIN3 MOYd — | pa3 B 2 Heaenu;

® KOHTPOJb OHMOXMMHMYECKHX TMOKa3areneil (oOmmii Oenok, OenkoBble GpaKiuu,
MOYEBHUHA, KpPEaTMHUH, OWIUpyOHWH, KaJluid, HATpUH, MOHU3WPOBAaHHBIA Kambimi, AJIT,
ACT, I'TT, menounas pocdaraza) — 1 pa3 B 2 Henenu;

® KOHTPOJb MMMYHOJOrM4yeckux nokaszareneit (IgA, IgM, IgG, CPB, PO, AH®) — 1
pa3 B 3 Mecsa;

e OKI'— 1 pa3 B 3 mecsna;

e VY3U OpromHoM MOJIOCTH, Cepilia, moyek — 1 pa3 B 6 MecsIIeB.

[InaHoBas rocnuTaM3anus B PEBMATOJOTMUECKOE OTHACIEHHME — 2 pa3a B roja s
MIPOBEJICHUS IMOJTHOTO 00CIIEI0BaHUS U KOPPEKIIUU TEpaIuu.

BuennanoBasi rocniutanuzaius — B ciIydae 000CTpeHUs1 O0JIC3HHU.

13. MEAMIIUHCKAS PEABUJIMTAILIUA [1-5]: cmoTpets [Tpunoxenue 1.
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14. HAJNIMATUBHAS IIOMOIIb: Her

15. Coxpauenusi, uCnojib3yeMbie B IPOTOKOJIE:

AUYTB
AJIT
AHA
AllD
ACIJIO
ACR
ACT
nAIlD
ADC
I'NBII1
I'K
KKT
Ig
HNI'BB
KT
K®K
JIAT
JIOK
MMO®
MII
MKbB
MHO
MPT
HC
HMTI
OAK
OAM
OCH
ITPC
I1T
PO
CKB
CK®D
CCa
COD
CPb
TB
V3U
OKT
9x0 KT

AKTHBHPOBAaHHOE YACTUYHOE TPOMOOIIJIACTUHOBOE BpEMs
AnannHaMUHOTpaHCepasza

AHTHHYKJIEapHbIE aHTUTENA
AHTHOTEH3UH-TIPEeBpaIIaomui (epMeHT
AHntuctpentonmsud O

AMepuKaHCKas KOJUJIETHUsI pEBMATOJIOTOB
AcmnapraTaMuHOTpaHc(epasza

NHrubutop aHrMoTeH3UHIpEBpalaroiiero pepMenTta
AnTudochomunuaHbIi CUHIPOM
['eHHO-MH)KEHEpHO OMOJIOTMYECKUH Tpenapar

[ TIOKOKOPTUKOU B

Kenyno4HO-KHUIIIEYHBIN TPAKT
NMMyHOTr100yTHHBI

MMMyHOTTOOYIMHBI 17151 BHYTPUBEHHOTO BBEICHUS
Komnbrotepnas Tomorpadus
Kpeartundochokunaza

JlakTatnernaporenasa

Jleuebnas puskynbTypa

Modetuna mukodeHonat

MeTtunpeaHn30J10H

MexnayHapoaHas kinaccudukanus 0oe3Hein
Mex1yHapoIHOE HOPMAJIM30BaHHOE OTHOIIICHHE
MarauTtHo-pe3oHaHCcHas: ToMorpadus
HedpoTtuueckuit cunapom
HuzkoMoneKkynsipHbIi TenapuH

OO1mumii aHamu3 KpoBU

OO6uuit aHamM3 MOUH

OcTtpas cepaeyHasi HeIOCTaTOYHOCTh
[lepekpecTHBIN-OBEPIIANl CHHAPOM
ITynec-Tepanus

PeBmartouubIi hakTop

CucrteMHas KpacHas BOJTYAHKA

CKopoCTh KITyOO4YKOBOU (PHIIBTpaIIiU
CucTteMHast CKIEpOIepMHUSI

CKopocCTh OCeJIaHNs 3PUTPOLIUTOB
C-peakTUBHBIN OEJIOK

TpoMOuHOBOE Bpemst

VY bTpa3ByKOBOE UCCIIEIOBAHNE
DIIeKTpOKapANOTpamMma

DXokapauorpamma
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IONA HOBEHWIBHBIM HANONATUYECKUI apTPUT

19G, IgM, IgA Nmmynornooynunsl G, M, A

Scl-70 SnepHas TomonzomMepasa

CXCL4 [{utokuH mpoayupyemMblit plasmocytoid 1eHAPUTHBIX KIETOK
NT—pro BNP N-KOHIIEBOM MPO-MO3TrOBOM HATPUUYPETUUCCKHUM TETITH/T
V34T VYapTpa3BykoBas ponmuieporpadus cocyaos

XIIH XpoHHUUYECKas MOYeYHasi HEJOCTaTOYHOCTh

1K [Hupxynupyromre "MMYHOKOMIUIEKCHI

HC LleHTpasnbHas HEPBHAS CUCTEMA

®BJI OyHKIMS BHEIIHETO JIBIXaHUS

oI aAC ®ubporacTpo1yo1€HOCKOIHS

HOCCA FOBeHuIbHAs CUCTEMHAS CKIIEPOIEPMUS

I00CI IOBeHMIIbHAS OrpaHUYEHHAS CKIIEPOAECPMUS

16) Cnincok pa3padoTYHKOB NMPOTOKOJIA € YKa3aHUEM KBATH(PHUKAHOHHBIX TaHHBIX:
1) Wmyosa IlaxutkaneiM KaOmykacBHa — IOKTOp MEAMIMHCKUX HAyK, Bpad -
PEBMATOJIOr JIETCKAM BBICIIEW KaTeropuu, otaeneHus kapauopesmatosioruu PIKII
«Hay4Hblil HEHTp NeAUATPUU U TETCKOM XUPYPTUNY.

2) MaiitbacoBa Paiixan CaOaplOCKOBHA — JOKTOpP MEIUIMHCKUX HAyK, 3aBEAyIOIIas
oraenenneM kapauopesmatosiorun PI'KII «Hayuselli nmeHTp nemuatpuv W JIETCKOU
XUPYpPrum», Bpad - pEBMATOJIOT IETCKAN BBICIIEW KaTETOPHH.

3) EpxanoBa [I'ymbmupa EpkembaeBHa — Bpad JETCKHH pPEBMATOJOr OTICIICHHS
kapauopeBmatosioruu PI'KIT «HayuHblil 1eHTp neauaTpuu U J€TCKOW XUPYPTUM.
4) JMrwocembaeBa Hasurynr KyaHaplkoBHA — KaHIWAAT MEAWIMHCKHX Hayk AQO

«MenuuuHCKUN  YHMBEpCUTET AcTaHay, 3aBefymoomas Kadeapsl  KIMHUYECKOU
(dapmMakoIOTuu 1 HHTEPHATYPHI.

17) Yka3anue Ha OTCYTCTBHE KOHQJIMKTA HHTEPECOB: HET.

18) Cnincok peneH3eHToB:
1) XabOwmwxkaHoB b.X. — MOKTOp MEIUIIMHCKUX HayK, mpodeccop Kadeapbl HHTEPHATYPHI

PITI na IIXB «Ka3zaxckuii HauMOHaNbHBIA MeAUUMHCKUN yHuBepcuter um. C./.
AchennuspoBay.

19) Cnucok ucnoIb30BAaHHOM JUTEPATYPHI:

1) I'yceea H.I'. Cucremnas ckiepoaepmuss // PeBmaronorus: HalMOHAILHOE
pykxoBoactso / [lox pexn. E.JI. Haconona, B.A. Haconogroii. M..I'DOTAP Menaua, 2008. C.
447-467.

2) KiuHudeckue peKOMEHIamWM IS neauatpoB. JleTckas — peBMATOJIOTHS.
Pesmatuueckue 6one3nu y aereid / noxa pen. A.A. bapanosa, E.. AnekceeBoit. — M.:
Coro3 neauatpoB Poccum, 2016. — 144 c.

3) Ocmununa M. K., I'enime H. A., Adonuna E. 1O., HInuronkosa O. B., [lepenenosa E.
M. I'eHHO-MH)KEHEpHBIE OMOJOTHYECKHE Tpenaparbl B JieueHuu ckiepoaepmun. O030p
auTepatypsl 1 cooctBeHHbIN onbIT // Ilenunatpus. 2015. Ne 13 (114). C. 53 — 58.
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4) Jlerckas peBmatosiorus. Amimac. 2 wuw3manme. lIlom pen.  A.A.bapaHoBa,
E.N.AnekceeBoii. Mockaa. [lequatpus. 2015.C.66 — 69.

5) Van den Hoogen F, Khanna D, Fransen J, Johnson SR, Baron M, Tyndall A. 2013
classification criteria for systemic sclerosis: an American College of
Rheumatology/European League against Rheumatism collaborative initiative. Arthritis
Rheum. 2013 Nov. 65(11):2737-47.

6) Van den Hoogen F, Khanna D, Fransen J, Johnson SR, Baron M, Tyndall A. 2013
classification  criteria  for systemic sclerosis: an  American college of
rheumatology/European league against rheumatism collaborative initiative. Ann Rheum
Dis. 2013 Nov. 72(11):1747-55.

7) Chang B., Schachna L., White B. et al. Natural history of mildmoderate pulmonary
hypertension and the risk factors for severe pulmonary hypertension in scleroderma // J.
Rheumatol. 2006.V. 33. P. 269-275.

8) Denton C.P. Therapeutic targets in systemic sclerosis // Arthritis Res. Ther. 2007. V. 9.
P. S6. Du Bois R.M. Mechanisms of sclerodermainduced lung disease // Proc. Am.
Thorac. Soc. 2007.V. 4. Ne 5. P. 434-438.

9) Van den Hoogen FH, Boerbooms AM, Swaak AJ, et al. Comparison of methotrexate
with placebo in the treatment of systemic sclerosis: a 24 week randomized double-blind
trial, followed by a 24 week observation trial. Br J Rheumatol. 1996; 35(4):364—-72. doi:
10.1093/rheumatology/35.4.364.

10) Pope JE, Bellamy N, Seilbord JR, et al. A randomized, controlled trial of methotrexate
Versus placebo in early diffuse scleroderma. Arthritis Rheum.
2001;44(6):13518.d0i:10.1002/15290131(200106)44:6<1351:: AIDART227>3.0.CO;2-I.
11) Kapramesa BU. Hedponaruu npu peBMaTHUeCKUX 3a00JeBaHHUAX Yy AeTeld. Bormpocsr
coBpeMenHoi neauatpun. 2004;(5):65-9. [Kartasheva V1. Nefropatii pri revmaticheskikh
zabolevaniyakh u detei. Voprosy sovremennoi pediatrii. 2004;(5):65-9. (In Russ.)].

12). AnexceeBa E. U., Bamuesa C. U., bzaposa T. M., Hcaesa K. b. u np. Ombir
IpUMEHEHUs] pUTyKcuMaba y OO0JBHOTO IOBEHWJIBHOW CKiepoaepmueit // Bomp. coBpem.
neauatpun. 2012, T. 11. Ne 3. C. 131-138.

13) Daoussis D., Liossis S. N., Tsamandas A. C., Kalogeropoulou C. et al. Experience
with rituximab in scleroderma: results from a 1-year, proof-of- principle study //
Rheumatol. (Oxf.) 2010. Vol. 49. N 2. P. 271-280.

14) Bosello S. et al. B cell depletion in diffuse progressive systemic sclerosis: safety, skin
score modification and IL-6 modulation in an up to thirty-six months follow-up open label
trial // Arthritis Res. Ther. 2010. Vol. 12. N 2. P. 54-58.

15) Scalapino K, Arkachaisri T, Lucas M, et al. Childhood-onset systemic sclerosis:
classification, clinical and serologic features, and survival in comparison with adult-onset
disease. J Rheumatol. 2006;33(5):1004-13.

16) Daoussis D., Liossis S.-N. C., Yiannopoulos G., Andonopoulos A. P. B-Cell Depletion
Therapy in Systemic Sclerosis: Experimental Rationale and Update on Clinical Evidence //
Int. J. Rheumatol. 2011. URL: http://www.hindawi.com/journals/ijr/2011/214013/ (nmata
obpamenns — 19.11.2014).

17) Zulian F. Systemic sclerosis and localized scleroderma in childhood. Rheum Dis Clin
North Am. 2008;34(1):239-55. d0i:10.1016/j.rdc.2007.11.004.

22



18) llIxompankOBa MA, AnexceeBa EA, pemaktopsl. KimHuYeckwe peKOMEHIAIUU TIO
NETCKOW Kapauojorun u peBMmaronorud. MockBa: OO0 <«KM-Apt>>; 2011. 397 c.
[Shkol'nikova M.A, Alekseeva E.A, editors. Klinicheskie rekomendatsii po detskoi
kardiologii i revmatologii [Clinical guidelines on pediatric cardiology and rheumatology].
Moscow: OO0 «KM-Art>; 2011. 397 p.].

19) Elhai M, Meunier M, Matucci-Cerinic M, et al. Outcomes of patients with systemic
sclerosis-associated polyarthritis and myopathy treated with tocilizumab or abatacept: a
EUSTAR observational study. Ann Rheum Dis. 2013;72(7):1217-20. doi:
10.1136/annrheumdis-2012-202657.

20) Tukova J, Chadek J, Nemkova D, et al. Methotrexate bioavailability after oral and
subcutaneous administration in children with juvenile idiopathic arthritis. Clin Exper
Rheumatol. 2009; 27(6):1047-53.

21) Klein A, Kaul 1, Foeldvari I, et al. Efficacy and safety of oral and parenteral
methotrexate therapy in children with juvenile idiopathic arthritis: an observational study
with patients from the German Methotrexate Registry. Arthritis Care Res. 2012;
64(9):1349-56. doi: 20.1002/acr.21697.

22) Li SC, Torok KS, Pope E, et al. Development of consensus treatment plans for
juvenile localized scleroderma: A road map toward comparative effectiveness studies in
juvenile localized scleroderma. Arthritis Care Res. 2012;64(8):1175-85. doi:
10.1002/acr.21687.

23) bapanoB A.A. JleTckast peBMaTOJIOTHS — KIIMHUYECKUE PEKOMEH/IAIINH JIJIS IeTUaTPOB/
A.A.bapanos, E.11. AnekceeBa. — M.: Coro3 nnenuarpos, 2011. — C.112.

24)Tenmme H.A. PykoBoactBo 1o jgerckoii peBmatonorun/ H.A. Temme, H.C.
ITomuepnsena, I'.A. JIsickuna. — M.: I'sotap-menua, 2011.— C.706.

25) KoBanenko B.M. Harionanpauii miapydnuk 3 peBmatosorii / B.M. KosaneHko,
H.H.Ily6a. — K.: Mopuon, 2013. — C.669.

26) HaconoBa B.A. Harmmonanenas pesmarosiorusi / B.A.Haconosa, E.A. HaconoB.— M.:
Mennpakruka, 2009. — C.1200.

27) Ocmuanaa M.K. JI-MeHMIMJIAMHH B JICYCHUM OTPAHHUYCHHBIX (OPM FOBCHHIILHOM
cknepongepmuu /| M.K. Ocmunnna, I'.A.JIsickuna, E.IT Amocora// Tleguatpus. — 2008.—
T.87 — Ned. — C.97-100.

28) Foldvard 1. Systemic sclerosis in childhood / I. Foldvard //Rheumatology. —2006. —
vol.45(suppl.3). — P.3031.

29) Harris M. I. Autoimmunity and scleroderma, the origin pathogenetic role and clinical
significance of auto antibodies / A.Rosen, M. I. Harris // Current Opinion Rheumatology.
— 2003 —vol. 15(6) — P. 778-794.

30) Linear scleroderma en coup de sabre with associated neurological abnormalities /K.E.
Holland, R. Steffes, J.J. Nocton [et.al] /Pediatrics. — 2006. — vol.17. — N1. — P.132-136.
31) Systemic sclerosis in childhood: clinical and immunological features in 153 patients /
G.Martini, L. Foelvari., Russor R. Cutica [et. al] // Arthritis Rheumatism. — 2006. — vol.54.
—P.3971-3978.

32) Van Bon L, Affandi AJ, Broen J, Christmann RB, Marijnissen RJ, Stawski L, et al.
Proteome-wide analysis and CXCL4 as a biomarker in systemic sclerosis. N Engl J Med.
2014 Jan 30. 370(5):433-43.

23



33) Thakkar V, Stevens W, Prior D, Youssef P, Liew D, Gabbay E, et al. The inclusion of
N-terminal pro-brain natriuretic peptide in a sensitive screening strategy for systemic

sclerosis-related pulmonary arterial hypertension: a cohort study. Arthritis Res Ther. 2013.
15(6):R193.

24



[Tpunoxenue 1
K KIIMHUYECKOMY MPOTOKOIY
JAUArHOCTUKH U JICUEHUS

Onucanue MeIUUMHCKON peadmiuTanun

Pannsis amOymatopHas peaOuauTalds IOCIE CTAllMOHAPHOTO JieueHUs (MalueHThl ¢
MHUHHMAJIBHON M YMEPEHHOM CTEIEeHbIO aKTUBHOCTH).

Heab peabuauranum:

® BOCCTAaHOBHUTEJIBHOE JiedeHHE M TMPOGUIAKTHKA OCJIOKHEHUM, HaIpaBJICHHbIC Ha
YMEHBIIIEHUE COCYUCTBIX OCIIOKHEHHH U MpOTpeccupoBanme Guoposa.

Buapl peabuuranuu:

® aKTHUBHAs peaOUIIUTAIINS;

® yMEpEeHHas peaduIUTaLMS;
® [1acCUBHas peaOUIUTaIIUS.

IIpoTuBONOKA3aHUA K MeIUIIMHCKON peaduanTanum:
e JIH 3 ct., SpO2 <93% B nokoe;

e (CCH HK2a -3 crenenu;

® APUTMHH TIXKEIbIC,

®  CKJIEpPOJACPMHUUYECCKHUI TOYECUHBIN KPU3.

5. O0bemMbl MEAMIMHCKON peaduaMTaAllUM, NIpeaocTaBiasieMbie B TedeHue 10 padouunx
JTHEH:

5.1 OcHoBHBbIE:

e 3nekTpodope3 U HOHOPOPE3 C COCYAUCTHIMHU, aHTHOKCUJAHTHBIMU, aHTU(UOPO3HBIMU
U ipoTuBOBOCTIanUTeNbHbIMU Tipenapatamu (Y [ B/C);

® MECTHO Ha HauOoJiee MOpaXeHHbIE 00JIACTH (KHUCTH, CTOIMBI U Jp.) PEKOMEHIYeTCs
ucnons3oBaTh 50—70% pactBOp auMeTWICYIbpoKcHaa (IMMEKCHI) B  BHJE
anIuIMKaluyMid, BO3MOXHO, €ro COYETaHWE C COCYIJUCTBIMM W aAHTHUBOCHAIUTEIbHBIMU
npenapatamu: Ha Kypc 10 anmmukanuit no 30—40 MuH; Tpu XOpOIIEH TEPEHOCUMOCTH —
MOBTOPHBIE KypChl WIH JITTUTENBHOE B TEUEHUE TOAa MPUMEHEHHE TMMEKCUA;

e JIOK - KOMIUIEKC YNpPa)KHEHUM MJII OpPraHOB JbIXaHWs, BHYTPEHHHUX OpraHOB,
KOPPEKLUMU JBHKEHHS, MUMUKH JIMLA, TUMHACTUKU JUIsI KUCTEH W CTOI, 3aHATUN Ha
tpeHaxepax (Y B/C);

® TEIUIOBBIC MPOLEAYPHI (MapaduH, 030KEPUT, TPA3EBbIC ANTUIMKALINHN);
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JleyeHue I0OBEHUIBLHOM CKJIEPOJIePMUH
(PReS Latin American Pediatric Rheumatology Course, Sao Paolo, June 2015)

Organ/system

Treatment

Digital vasculopathy
(RP, digital ulcers)

Calcium channel blockers (nifedipine)
IV Prostanoids (lloprost)
Endothelin receptor antagonist (Bosentan)

Skin

MTX, + MMF if progressive disease

Muskuloskeletal

Low dose corticosteroids (cave renal crisis)
- MTX

Gastrointestinal

Proton pump inhibitors, prokinetic drugs,
rotating antibiotics

Interstitial lung disease

Cyclophosphamide (active alveolitis)
Corticosteroids

Pulmonary arterial hypertension

Endothelin receptor antagonists (bosentan,
sitaxsentan)
IV prostanoids: refractory PAH

Renal disease (renal crisis)

Angiotensin converting enzyme inhibitors
(enalapril)
Hemodialysis (renal failure)
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