YTBEpKICH

MPOTOKOJIOM 3aceaHus SKCIIEPTHON KOMUCCUHT
10 BOIIpOcaM pa3BUTHS 3/ipaBooxpadHeHus M3 PK
No 23 ot «12» nexabps 2013 rona

KJIMHUYECKUUN TIPOTOKO.I
CUCTEMHAS CKJIEPOJEPMUS

I. BBOOHASA YACTb
1. CucremHas ckyepoaepmust
2. Ko nporokoJia:

3. Koabt no MKB-10:

M 34.0 IIporpeccupyromuii CHCTEMHBIN CKJIEpO3

M 34.1 Cunapom CREST

M 342 CucreMmHblil CKJIE€pO3, BBI3BAHHBIM  JIEKAPCTBEHHBIMU  CPEACTBAMH
U XUMHUYECKUMHU COEIUHEHUSIMU

M 34.8 JIpyrue hbopmbl CHCTEMHOTO CKJIEpO3a

J 99.1c nopaxeHneM Jerkux

G 73.7 ¢ Muonarueit

M 34.9 CucteMHBIN CKJIEPO3 HEYTOYHEHHBIN

M 35.0 Cyxoi cungpom (Illerpena)

M 35.1 Jlpyrue nepekpecTHbIE CUHIPOMBI

4, Coxpaienus, ucnojib3yemMbie B IPOTOKOJIE:

AT- anturena

I'K-rimtoKOKOpTUKOCTEPOU B

KKT- x)eny104HO-KUIIEYHbINA TPAKT

N3JI- uaTepcTuimansHoe 3a00J€BaHUE JIETKUX

KT - xommnbroTepHast Tomorpadust

MKBb- mexnyHnaponas kiaccuukanus 00ye3Hen

HIIBII- HecTrepouaHbpie TPOTUBOBOCIIAIUTEIBHBIE TPEIIApaThI
OAK- 006muii ananu3 KpoBu

OAM- o0muit aHaIN3 MOYH

PHK- pubonykiernHoBasi KUCIOTA

CC/I- cucremHas ckiiepoaepmus

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

COD- ckopoCTh OCEnaHus 3PUTPOLIUTOB

CKB- cucreMHas KpacHasi BOJIYaHKa

V31T~ ynpTpa3BykoBasi monruieporpadus

OI'JIC -pubporactpo1yo1IeHOCKOHS

OMTI - sanexkrpomuorpadus

d. Omnpenenenue: Cucremnas ckiepoaepmus (CCJl)- ayrommmynHoe 3a0oneBaHue
COCIMHUTENLHON TKaHW, OCHOBHBIC KIMHUYECKHE MPHU3HAKH KOTOPOTO OOYCIIOBIICHBI



paclpoCTpaHEHHBIMUA ~ HAapYUICHUSIMH ~ MUKPOLUPKYISALUUK, (UOPO30M KOXKH |
BHYTPEHHHUX OPTaHOB.

6. Jata pa3padorku nporokoJja: 2013 rox

7. Karteropusi nanmuenToB: 6onbHbIe ¢ CCJJ

8. IHonb30BaTe/iM MPOTOKOJIA: Bpaud pPEBMATOJIOTHM, TEPANeBThI, Bpauu oOIIeH
IPaKTHUKHU.

9. Yka3zaHue HA OTCYTCTBHE KOH(JIUKTA HHTEPECOB.

I1. METO/JbI, ITIOAXOAbI U MPOUEAYPbI IUAT'HOCTUKU U JIEYEHUS
10. Kuaunuyeckasa kiaaccuuxanus (HamboJiee pacnpocTpaHeHHbIEe IOAXOAbIL,
HANPUMeEP: 10 3THOJIOTHH, 110 CTAAUHA U T.[1.).

Kaunuveckue popmsl

. Hubdysnas dopma. ['enepaizoBaHHOE MOpPaKEHHE KOXXH KOHEYHOCTEH,
JULA Y TYJOBHIIA B TEYCHUE TOJA; CUHIPOM PEWHO MOSBISIETCS OJHOBPEMEHHO WIIH
[ocJie  IOPAXXEHHsT  KOXW.  PaHee  pa3BUTHE  BHCLEPAJbHOM  MAaTOJOTUH
(uHTEpCcTULIMANIBHOTO TopaxkeHus: Jjerkux, nopaxenus JKKT, muokappa, modyex).
3HauuTeNbHAS PEAYKIUs KalWUIPOB HOITEBOTO Jioka C  (HOPMUPOBAHHEM
BACKYJISIPHBIX y4aCTKOB (10 JIaHHBIM KaNWJUISIPOCKOIIUKM HOTTEBOTO JI0Ka). BhIsiBIIeHUE
AT k Tonmonzomepase-1 (Scl-70).

. JIumutupoBanHas  ¢gopma. JUIMTENbHBI NEepUoA  HM30JMPOBAHHOIO
(¢enomena Peitno. IlopakeHne KOXXH OTrpaHMYEHO OOJACTBIO JIMIA W KUCTEH/CTOI.
[To3guee pasButhe JserouyHoi runepren3uu, mnopaxenne JKKT, temanruskrazuu,
kanbnHO3( CREST-cunapom). BeiaBnenne antuneHtpoMepHbix AT. Pacmmpenue
KaMWLISIPOB HOITEBOTO JIOXka 0€3 BBIPAKEHHBIX aBACKYJIAPHBIX YYaCTKOB.

. Cknepoaepmust 6e3 ckiepoaepMsbl. s ckinepoaepMun 0€3 CKIEPOIEPMBI
(sclerodermasinescleroderma) xapakTepHO: HET YIUIOTHEHHsI KOXH, (peHomeH PeiiHo,
NpU3HAKK JIeroYyHOro (pubpo3a, OCTPOH CKIEPOJAECPMHUUYECKON MMOYKH, MHNOpPaKEHUS
cepana u XXKT, BoisaBnenue antunykiaeapHsix AT (Scl-70,ACA,HyKIICOTSIPHBIX ).

. [Tepexpectrbie Gopmbl. Jlns nepekpectHsix (opm (overlap-syndromes)
XapakTepHO couyeTaHne KiInHu4Yeckux npu3zHakoB CCJl U OIHOro WM HECKOJIbKHUX
CUCTEMHBIX 3a00JI€BaHUN COCTUHUTEILHON TKAHU.

. IOBenunbHas ckineponepmus. Hawano Gonesnu no 16 ner. Tlopaxenue
KOXXM HEpPEJIKO IO THUIy OYaroBOW WJIM JMHEWHOW (reMudopma) CKIECPOJIECPMUH.
CKJIOHHOCTP K OOpa3oBaHHUIO KOHTPAaKTyp. Bo3MOXHBI aHOManMM  Pa3BUTHS
KOHEYHOCTEW. YMepeHHasl BUCLepaibHas NMaTOJIOTHs (BBISBISETCS TVIABHBIM 00pa3om
MIPU UHCTPYMEHTAIBHOM UCCIIEOBAHUN ).

. IIpeckieponepmust. Brigensror TaKXKe TaK
Ha3bIBAEMYIONPECKIEPOACPMHIO, K HEH OTHOCAT OOJBHBIX C HW30JMPOBAHHBIM
dbenomenom PeliHO B codeTaHMM C KaNWUIAPOCKOMUYECKUMU  W3MEHEHUSIMU WJIU
MMMYHOJIOTHYECKUMH HapyleHusiMu, Xxapaktepubimu st CC/I.

BapuaHThbI TeueHuUs

1. Octpoe, ObBICTpOIpPOrpeccUpyloliee TEUYEHUE XapaKTepU3yeTcsl pa3BUTHUEM
reHepanu3oBaHHoro ¢udpo3a koxu (mauddysHas ¢dopma) M BHYTPEHHUX OPTraHOB
(cepama, merKux, MOYEK) B MEpBbIe 2 TOJa OT Haudaja 3a00JeBaHUS; paHEe HEPEIKO



3aKaHYMBAJIOCh JIETAIbHBIM HCXOJIOM; COBPEMEHHAs aJCKBATHAsl Tepalnus yJIy4dllnja
IPOTHO3 ITON KaTeropuu OOJIbHBIX.

2. IIppy 1OmOCTPOM, YMEPEHHO IPOTPECCUPYIOIIEM TEUYECHUH KIMHUYECKH U
71a00paToOpHO OTMEYaeTCs MpeodIajaHue TPU3HAKOB UMYHHOTO BOCHAJIEHUS (TJIOTHBIH
OTEK KOXKH, apTPUT, MUO3UT) HEPEIKU overlap-CHHIPOMBI.

3. XpoHHUECKOE, MEJIEHHO IPOrPECCUPYIOLIEE  TEYECHUE OTJINYAETCS
npeodsajaHueM COCYAMCTOM NaTOJOTMM: B Hayane 3a00JieBaHUS - MHOTOJIETHHM
CUHIPOM  PEeWHO C TMOCTENEHHBIM pPa3BUTUEM YMEPEHHBIX KOKHBIX W3MEHEHUU
(JiumuTepoBaHHas (opMa), HapaCTaHUEM COCYIHUCTBIX HIIEMHYECKHX PaCCTPOUCTB,
BHUClepasibHOM  martosoruu  (mopaxenue  JKKT,  neroynas  rumepTeH3us).
[IporHocTHYeCKME pA3NMYMSg BApPUAHTOB TEUYEHHUS WLTIOCTpUpyer S5- u 10-meTHss
BBDKMBAaEMOCTh, KOTOPasi PU OCTPOM TeueHHH cocTaBisieT 4 u 0%, npu nogoctpom 75
u 61%, a mpu xpoHnyeckom- 88 u 84% cooTBeTCTBEHHO. B Hacrosiiee Bpems Ipu
Oojee paHHEW JAMArHOCTUKE W COBPEMEHHOW Tepanuu MnporHo3 OosbHbIX CCJI
YIYULIWICA, HO pa3Inuus B 1€0I0TE, OCHOBHBIX KJIMHUYECKUX MOSBICHUSAX U SBOJIOLUH
COXPaHSIOTCH.

Cragun CCH:

— HayaJlbHasA, KOTrJa BBIABIIOTCA |—3 jokaiu3anuu 60JIe3Hu.

— cTaaus TEHEpPaIu3allM, OTPAXKAoIlas CUCTEMHBIM, IMOJIMCUHIPOMHBIA XapakTep
rporuecca.

— NOo31HAs (TEpMHUHAIIbHAS ), KOTJIa UMEETCS YKE HEJIOCTATOYHOCTh OJHOTO WU OoJiee
OpraHoB (cepaua, JErKux, moyek).

Bce 3 mapametpa knaccudukaruu CCJ| pekoMeHayeTcst UCI0JIb30BaTh MPU MOCTAHOBKE
JMarHo3a, OnpeieeHuy TPOrHo3a U BEIOOPE a/IeKBaTHOM Tepalvu.

11. Tloka3aHusi K rOCIIUTAJIU3ALUM:

. Bnepseie BoisiBienHass CC/l, ocoOeHHo paHHsis ctaaust 1udpy3Hoi GopMel.

. MHOX€ECTBEHHbIE PEUAUBHUPYIOIINE SI3BEHHbIC MOPAXKEHUS KOXU W TaHTPEeHa
MAJIBLIEB KUCTEN U CTOIL.

. [Iporpeccupytoiiee nopaxenue IErkux (GuOPO3UPYOMUNATEBEOTUT, JIETOUHAST

runeprensus), cepamna (dxkccyaatuBHbiil nepukapaut), KKT (abmomunansabie 60y,
TMICEBIO-WJICYC, CHHAPOM MababCcopOImn).

. Pa3BuTtHe  cKIEpOAEPMHUYECKOTO  TOYEYHOro  Kpu3a  (3J0KauecTBEHHas
TUIEPTEH3Ms, TIOBBIIICHUE KPEaTUHUHA KPOBH).

12. luarHocTuyecKkue KpPUTEPUM:

Hns  Bepudukanuum guarHo3a CCJ]  ucnonb3yroT KpuTepun AMEpHKAHCKOU
PEBMATOJIOTHYECKON aCCOLUALINY.

A. «bonpmoi» kpurepuil. IIpoxkcumanbHas — CKIEPOAEPMUSA:  CHUMMETPUYHOE
YTOJIIIEHUE, YIUIOTHEHUE W MHIYpalus KOXHM MHalbLIEB U MPOKCUMAJIBHO OT ISICTHO-
(anaHroBbIX M IUTIOCHE(ATAHTOBBIX CYyCTaBOB. M3MeHEHHs MOTYT 3aTparuBaTh JIMIIO,
1iero, TyJ0BuUlIE (TpyAHAs KJIETKA U )KUBOT).

b. «Mansie» kpurepumu.

1. CknepomakTuivs: MEpPEUYMCICHHBIE BBIIIE KOXKHBIE W3MEHEHMS, OrpaHUYCHHBIC
MaJblaMHU.

2. JluruTtanbHple pyOYMKM - YYacTKM 3amaieHus KOXXKM Ha KOHUMKAX MaJblIeB
WJIM TIOTEPS BEILECTBA MOAYLIEK MMAJIbLEB.



3. JIByXCTOpOHHHUH Oa3aibHbIi NEro4yHbl (UOpPO3: ABYXCTOPOHHHE CETyYaThle WU
JUHENHO-HOYJISIpHbIE TEHU, HauboJiee BhIpAXKEHHBIE B Oa3aJIbHbIX ydacTKaxX JIETKUX
OpU CTaHJAPTHOM PEHTIC€HOJOTUYECKOM HCCIIEIOBAHUU; MOTYT OBITH MPOSIBICHUS IO
TUITY «COTOBOTO JIETKOTO». DTH U3MEHEHUs HE JOJKHBI ObITh CBSI3aHBI C NEPBUYHBIM
NOPAXKEHUEM JIETKHUX.

Kpurepuu mo3BojsitoT UCKIIOYUTH OOJBHBIX C JIOKATbHBIMU (hOpMaMU CKIIEPOJIEPMUM,
703MHOPUIBLHBIM(PACIUUTOM U PA3TMUYHBIMU TUIIAMU TICEBIOCKIEPOJAEPMBL. Y OOJIBLHOTO
JOJDKEH OBITh WJIM TJIABHBIA KPUTEpPUM, WIM MO KpailHEH Mepe 2 MallbIX KpHUTEpHs.
YyBcTBUTENBHOCTE - 97%, cnemupuyHoCcTh - 98%. DTH KpUTEpUHM TPUTOAHBI IS
BBISIBJICHUS XapakTepHOM M AocTtatoyHo BelpaxkeHHOW CCJI, HO HEe OXBaThIBAIOT BCE
KIUHUYeckrue (opMbl 3a00jieBaHUsA, B TOM YHCIE PAHHIOK JUMUTHPOBAHHYIO,
nepekpécTHyio u Buctepaibyo CC/I.

12.1. ’Kano6wbl: c1aboCTh, yTOMIISIEMOCTb, ITOTEPS Beca, CyOdheOpribHas TUX0opaaka u
1p. HaOMro1arTCs B 1e0r0Te 00J1e3H (B OCHOBHOM Yy 00JbHBIX nuddy3HON dhopmoit) u
MPEACTABIIAIOT IUArHOCTHYECKUE 3aTPYAHEHUS 1O MOSBICHUS XapaKTEPHBIX KOXKHBIX U
BHCHEpabHBIX Mpu3HaKoB CCI.

12.2.®u3ukaabHoe 00cie0BaHue:

KoncTutynmonanbHble CUMIITOMBI - CJIa00OCTh, YTOMJISIEMOCTh, TIOTEpSI Beca,
cyodebprnpHas Tuxopaaka u Ap. HabmomarTcs B jaeOroTe 007e3HH (B OCHOBHOM Y
O6onpHBIX auddy3HON (POpMOIT) U MPEACTABISIOT JTUArHOCTHUECKHE 3aTPYAHEHUS [0
ITOSIBJICHUS XapaKTEPHBIX KOKHBIX U BUCLEpanbHbIX pusHakoB CC/I.

Ilopa:keHue cocynoB:

* OeHomeH PeliHO - CHMMETPUYHBIN MAapOKCU3MAIbHBIN CIIa3M JUTHTAIBHBIX apTEpHUH,
KOXKHBIX apTepHOSl U apTEPUOBEHO3HBIX IIYHTOB, WHAYLHMPOBAHHBIM XOJOJOM WIIU
SMOIIMOHAJIBHBIM ~ CTPECCOM, XapaKTEpPU3YEeTCs IOCJIEA0BATEIbHBIM  HM3MEHEHUEM
OKpacKM KOXHU TajblieB (moOesieHne, IMaHo3, MOKpacHeHue). Baszocmasm dacto
COIIPOBOJKIACTCS OHEMEHHEM TableB B 0011610, Y MHOTUX 00sbHBIX CC/] aTtaku PeiiHo
HMMEIOT MPOJOHTUPOBAHHBIA XapaAKTEP BCIEICTBUE CTPYKTYPHBIX H3MEHEHUN COCYAO0B U
MIEPMAHEHTHO CHUKEHHOTO KPOBOTOKA.

» TenaHrusKTa3um - paCIIMPEHHbIE KAITWUISAPBI M BEHYJIBI C XapaKTEPHOU JIOKaIU3aluen
Ha TaibllaX KHUCTEH, JIAMIOHSAX W JIMIE, B TOM YHCIe Ha ry0ax, SBISIIOTCA MO3THUM
MIPU3HAKOM OO0JIC3HHU.

. [TopaxxeHue KOxu:

YrnotHeHue Koxu  (CKJIepojepma) Bcerja HAuMHAeTCSd C TajbleB  KUCTEH
(cxknepomakTuivs). BrIpa)keHHOCTh YIIJIOTHEHUSI KOXKH OLICHUBAETCSl MAaJbIIaTOPHO IO
4-6annpHol cucteme: 0 — yIJIOTHEHUsI HET; | — HE3HAUUuTeNbHOE YIJIOTHEHUE; 2 —
YMEPEHHOE YIUIOTHEHUE; 3 — BBIPAKEHHOE YIJIOTHEHHE (HEBO3MOXKHO cOOpaTh B
cKJIanky). s oOBEKTHBHU3AIMU TOPAXKEHUS KOXKH ONPEACISICTCS KOXHBIM CUET,
KOTOPBIN MPEJICTABISIET CyMMY OallJTbHON OLICHKU BBIPAXKEHHOCTU YIUIOTHEHUS KOXKHU B
17 anaroMuyeckux 0OOJIACTSAX: Ha JIUIE, TPYAH, )KHBOTE M HA CUMMETPUYHBIX OT/IEaxX
KOHEYHOCTEW — MalbllaX, KUCTAX, MPEAIUICYbsIX, Tiedax, 0&apax, TOJICHIX U CTOMax.
[Tpu CCJI oTMedaeTcsi CTaAMMHOCTD MOPAKECHUS KOXKHU: OTEK, MHAYpaIus, aTpodusl.
BrIpakeHHOCTh YIUTOTHEHUS KOXKHM PA3IMYACTCd MEXKAY OTACIbHBIMUA OOJBHBIMH U
JIOCTUTAaeT MakcuMyMa B mepBble 3-4 roma Oosye3Hu. KoxHBIM CUET Koppenupyer ¢



BHCIICPATLHON MATOJOTHEH W SBISAETCS OJHUM W3 TPEIUKTOPOB HEOJIArONMPUSTHOTO
ucxonaa CCJI.

. CUMNTOM «KHCETa» — yMEHBIICHUE POTOBOM amepTypbl, HCTOHYEHUE KPACHOU
KaiiMbl TY0, BOKPYT KOTOPBIX (POPMUPYIOTCS pauaibHbIe CKIAIKH.

o JlurutansbHbie 3B - XapaktepHblil npusHak CC/l (Bkitou€H B Kiaccu(UKAIIMOHHbBIE
KPUTEPHH ), pa3BUBAETCS HA IUCTAIBHBIX (allaHrax NajibleB KUCTEH; MOTYT OBITh PE3KO
OOJIE3HEHHBIMHU, OTJIMYAIOTCS TOPHUAHOCTBIO K JICYCHUI0O U  PEUUIUBUPYIOMINM
TEUCHHUEM.

o SI3BeHHBIC TIOpPKECHMSI KOXKM HAOJIOMAIOTCS M Ha YydYacTKaX, IOJIBEPrarolIuXxcCs
MEXaHUYECKUM BO3JICHCTBHSIM, - HaJ JJOKTEBHIMU M KOJICHHBIMHU CyCTaBaMH, B 00JIacTH
JOABDKEK U TSATOK.

«Cyxasi TanrpeHa - HEKpPO3 KOXHU U TOJKOXHBIX MATKMX TKaHEH HAYMHAETCS C
TUCTANBHBIX (DaJlaHT TANBIEB W MOXET PACHpPOCTPAHATHCS Ha cpeaHue (ajaHru C
MOCJICAYIOLIECH IeMapKaluen U CaMOaMITy TAlIUEN.

o [unepnurmenTanuss — orpaHudeHHass uiau auddys3Has, ¢ y4aCTKaMH THUIO- WU
JEMUTMEHTAINH («COJIb C TIEPLEM»).

. JururanbHple pyOYMKH — TOYEUYHBIE YYACTKU aTpoUU KOXKHU JIUCTAIBHBIX
(anaHr naableB KUCTEH («KPBICUHBIN YKYC»).

. Bcenenctue atpoduu BOJIOCSHBIX (DOJUTMKYJIOB, TMOTOBBIX W CAJIbHBIX KENE3,
KOKa B MECTaxX YIUIOTHEHUS CTAHOBHUTCS CYXOM M IIEPIIABOM, MCYE3AET BOJIOCSIHOU
MTOKPOB.

. Kanbruuatel - HEOONBIIMX Pa3MEpPOB MOJKOKHBIC OTJOXKEHHUS COJEH KalbIlus,
OOBIYHO TOSIBJIAIOTCA Ha TajbllaXx KUCTEH M HA ydacTKaX, 4acTO MOJBEPraroInxcs
TpaBMaM. KaJlbIIMHATBI MOTYT BCKPBIBATHCA C BBIJICICHUEM TBOPOKUCTOU MACCHI.

. [lopasxkxeHne cAM3UCTBIX 000J04YeK, XxapakTepHbIM npuzHakoM CCJI sBasiercs
YTOJIILIEHUE U YKOPOUYEHHUE Y3/ICUKH SI3bIKA.

ITopa:keHue cCycTaBoB U KOCTEH

. [TonmapTpairui W YTPEHHSII CKOBAaHHOCThH SIBIISIFOTCS YacThIM MPOSBICHUEM
CCJI, ocoOeHHO Ha paHHUX CTaIUSIX OOJIC3HHU.

. Aptputsl HexapaktepHbl Jisi CCI, B To xe Bpemsi y 20% OO0JIbHBIX BBISBIISICTCS
APO3UBHAsAPTPOIATHSI.

. AKpoocTeonu3 — pe30pOIusi KOHIIEBBIX OT/AENIOB JUCTANBHBIX (hajaHT KUCTEH
BCIIC/ICTBUE JIJIUTEIBHOM WIIEMHUH, TMPOSIBISETCS YKOpoueHHeM U nedopmarmeit
najgbleB. B HEKOTOphIX cilydasx HaOJI0JlaeTcs paccachblBaHWE JMCTAJBHOTO OTHAENa
Jy4EBBIX KOCTEN U OTPOCTKOB HUKHEN YETHOCTH.

. CUMIITOM TPEHUS CYXOXWIMH — KpemuTalus, ompejaeisieMas NajiblaToOpHO Yy
6osbHbIX AudPy3Hoi popmoit CCJl npu aKTUBHBIX CTHOATEIBHBIX U Pa3rHOATEIbHBIX
JBIDKCHUSX TaJbIEB U KUCTEH; SBISETCS MPEIUKTOPOM TOCIeAyromero audd@y3Horo
MOPaKEHUS KOXKH.

. CrubaTenbHble KOHTPAKTYPHI, MPEUMYIIECTBEHHO CYCTaBOB KUCTEH, SBISIOTCS
CIEACTBUEM JIOKAJIbHOTO VYIUIOTHEHUSI KOXH C BOBJICUCHHEM CYXOXWIMA H HX
ob6onouek. Berpeuatores yarne y 6ompHBIX ¢ auddysnoi dopmoit CCI, mpu koTopoit
MOTYT BBISIBIIAITBCS. KOHTPAKTYpbl W KPYIHBIX CYCTaBOB KOHEYHOCTEH. Y CHUIIEHUE
KOHTPAKTYp AacCOLUMUPYETCS C AKTUBHOCTBIO M MPOTrPECCHUPYIOIIUM TEYEHUEM
3a00JIeBaHUA.



IHopaxeHnue MbILIIL:

* BoBiedueHne MbIIII MPOSIBISETCSA ABYMS Pa3InYHbIMU (hOpMaMu MUOTIATHU:

He BocnanurtenbHas, He mporpeccupyromas Gpudpo3Has MuonaTusi — siBisieTcs 0oJiee
yacToil Qopmoit mopaxkenus My npu CCJl, XapakTepusyeTcss He3HAUMTEIbHON
c1a00CThI0O MPOKCUMANIBHBIX TPYII MBI ¥ MHUHAMAJIbHBIM TOBBIIICHUEM YPOBHS
KOK.

BocnanurenbHas MUOMIATUSI — TPOSIBISAETCA MUAITHAMU, MPOKCUMAIbHON MBIIIEYHOM
c1ab0CThIO, 3HAYUTETHHBIM (B 2 U OoJee pa3a) nosbiiienneM KOK, BocnanutensHpIMU
m3MeHeHusiMu OMI u Ouonrtaros.

* [Ipu muddysnoit popme CCJl MoxeT pa3BUBATbCA aTpO(usi MBI, CBS3aHHAs C
HapyIIEHUEM MOJBWKHOCTH U KOHTPAKTypaMHU.

IHopaxkeHue KeJTyJ0YHO-KHILIEYHOT O TPAKTA:

. ['umoTtonus numeBoa - Hanbosee yactas hopma nmopaxkenus numieoaa u KKT
B 1IEJIOM; MposBIIsAeTCA nucdarueld, 9yBCTBOM KOMa 3a FPYIAUHON Mocie ebl, CTOMKOM
M3KOT0M, YCHJIMBAIOIICICS B TOPU30HTAIBHOM IOJIOKECHUH.

. CrpukTypa — CyKEHHE NPOCBETAa HUKHEW TPETU IHUILIEBOJIA, BCIEICTBUE YETO
CTAHOBHTCSI HEBO3MOXKHBIM MPHUEM TBEp10i ui. POpMUPOBAHUE CTPUKTYP MIPUBOTUT
K 3HaYUTEIbHOMY YMEHBIICHHUIO BBIPAKEHHOCTU HU3KOTH.

. Opo3un M S3BBI TMUIIEBOJA TMOSBISIOTCAS BCJIEACTBUE TacTpod3odareasbHOTo
pedrokca, COIPOBOKIAIOTCS BHIPAKEHHOM U3KOT0M U OOJIBIO 32 TPYIMHOM.

. ['unoToHust xenyaka - 00Jib B AMUTAaCTpUU M OBICTPO HACTYMAIOIIEEe YYBCTBO
HACBIIIEHUS BCJIEACTBUE HAPYIIECHUS IBaKyallul COJECPKUMOTO KETyIKa.

. XKenynouHoe KpOBOTEYEHHE - PEIKOE, HO CEPbE3HOE OCI0KHEHUE, MOKET
MOSIBUTHCS MPY MHOXKECTBEHHBIXTEIAHTUIKTAZUSAX CIIM3UCTOMN KeTy KA.

. CunapoMm ManbaOcopOLIMM — TPOSABISIETCS METEOPU3MOM, CTeaTopeeH,
Yyepel0BaHKEM 3arlopoB U AMapeu, IoTepel Beca.

. NHTecTUHANBHAATICEBIOOOCTPYKIIUS — PEIKOe OCJIOKHEHHUE, TMPOSBISETCS
CUMIITOMATUKOM MapaIuTUYECKOTOnIeyca.

. [TopaskxeHre TOJICTOM KHUIIKA TPUBOAUT K 3amopaM (MeHee 2 CHOHTaHHBIX
nedekaruii B HeJIeI0) U HeJepKaHUI0 Kajla, BCTPEYaeTCsl C TAaKOW jK€ YaCTOTOM, KaK U
TUIIOTOHUS MHUILIEBO/IA.

IMopaxenue Jerkux:

Borneuenune nérxkux nHabmomaercs y 70% Oompapix CCJl m 1Mo yacrtoTe ycrymaer
TOJBKO MOpaKeHHIO nuieBoAa. OCHOBHBIMU KIMHUKO-MOP(OJOTUUECKUMH BHUIAMHU
nopakeHuss J€rkux npu CCJ] sSBASIOTCS HMHTEPCTUIMATILHOE 3a0oJjieBaHUE JIETKUX
(pubpo3 n€rxux) U NEroyHask TUIEPTEH3HS.

* UnTepctuninanbioe 3aboneBanue nérkux (M3JI) pa3BuBaeTcss NMperMyIIEeCTBEHHO B
nepBbie S5 jeT 6oJie3HU U Oosiee BeIpakeHo npu nuddysHoit popme CCJl. Knunnueckue
nposiBiienust M3J1 HecnenupuyHbl ¥ BKIIOYAIOT OBIIIKY, CYXOW Kallelb U cl1aboCTh.
XapakTepHbIM  ayCKyJIbTaTUBHBIM mpu3HakoM W3JI sBisieTcss JIBYXCTOPOHHSIS
O0azanpHasi KpemWTamus, KOTOPYIO YacTO ONHUCHIBAIOT KaK «TPEcK IeuiodaHay.
®dakropamu  pucka W3Jl saBmsrorcs:  muddysnas  dopma CCJl, cHmKEHHE
(dhopcupoBaHHOM KU3HEHHON EMKOCTH JIETKUX B AcOroTe Oose3nu u Hammuue Scl-70 AT.
Ha mporpeccupoBanme nérounoro gpubpo3a yka3slBarOT yMEHbIIIEHUE (HOPCUPOBAHHOMN
KU3HEHHONW EMKocTh JE€rkux u auddysuonHoit cmocoonoctu CO B TeueHue



npeamecTByomux 6—12 mec; pacnpocTpaHeHME U3MEHEHHUI TUIIAa MAaTOBOTO CTEKJIAa U
KapTuHa «cotoBoro» Jyérkoro npu KTBP; yBenuuenue uucna HEUTpOPUIOB W/WiH
703UHO(UIIOB B JTABAXKHOU KUIKOCTH. Kimmanueckum SKBUBAJIICHTOM
nporpeccupytomero M3JI aBisieTcs yCuaeHue ObIIIKY.

JIErouHasi TUIIEpTEH3UsI ONPENEIIAETCS KaK MOBBIIICHUE TaBICHUS B JIETOYHON apTepun
Beiie 25 MM Hg B mokoe wiu 30 mm Hg npu usmdeckux Harpyskax. JI€rounas
TUIIEPTEH3USI MOXKET OBbITh MEPBUYHON (M30JIMPOBAHHOM) — BCIEJCTBUE MOPAKECHUS
COCYIOB WJIM BTOPUYHOM — B pe3yibTaTe MNOPAXKEHUS HHTEPCTULUHUAIBHOM TKaHU
NErkux, pasBuBaercs B cpenHeM Yy 10% OOJbHBIX, MPEUMYIIECTBEHHO HA MO3JIHHUX
cTanuax Oone3Hu u npu JuMutupoBaHHOW Gopme CCJl. OCHOBHBIM KIMHHUYECKHM
MPU3HAKOM JIETOYHOW TUIEPTEH3UH, TaK ke Kak W npu M3JI, sgBnsercs oJpllIKa,
KOTOpasi UMEET TEHJECHLHIO K OBICTPOMY MPOTPECCUPOBAHUIO B TEUEHUE HECKOIBKUX
Mecs1eB. AYCKYJIbTaTUBHBIM MPU3HAKOM JIETOYHOW THUIEPTEH3UU SIBISIOTCS aKICHT U
pa3IBOCHUE BTOPOTO TOHA Ha JETOYHOM apTepuu W TPEXCTBOPYATOM KIIAIIAHE,
OCOOCHHO $IBHOE Ha BbICOTE Ba0Xa. [IpeaMKTOpOM JIErOYHONW THIEPTEH3UU SIBISIETCS
M30JIMpOBaHHOE yMeHbIeHne auddysunonHor crnocodbHoctu CO (<60% OT MODKHOU
BEJINYUHBI).

IMopaxenue cepaua:

CuMnToMaMu TOPAKEHUS CepAlla SBJISIIOTCS YyBCTBO JAUCKOMGOpPTA WM JIUTEIIbHbBIE
Tymble 0OJIM B MpeKapIMaabHON 00J1acTH, cepleOueHue U apUTMUH, OJIBIIIIKA B TTOKOE
WM TpU Harpy3kax. boiaum B Tpyau MOryT OBITh BBI3BAaHBI TakKe IMOpaKEHUEM
MUIIEBOAA WIM MBILIIL IPYJHON CTeHKH. Bo MHOruMX ciyyasx MOpa)keHHUE cepiala Mpu
CC/l npoTtekaeT 6ECCUMITOMHO U BBISIBIIIETCA MPU UHCTPYMEHTAJIBLHOM OOCJIEI0BAHHH.
@ubpo3 MUOKapAa KEIYJOUYKOB — XapaKTEpPHBIM MaToMOp(OJOrHYECKH MPU3HAK
CKJIEPOJIEPMUYECKOTO TOPAXEHUsI CEpAlla, SBISIETCS MNPUYMHON CHCTOJIUYECKON H
JTMACTOINYECKON TUCHYHKIIUU JIEBOTO KEJTYJ0UKa CO CHUKEHUEM (ppaKkiK BbIOpoOCa.
ApUTMUM W HapyLIEHUS MPOBOAUMOCTU cepiia BbIBISAIOTCS y 70% OONBHBIX U
OTJIMYAIOTCA OOJIBIIMM pa3HooOpazueM. YacThIMU HapyIICHUSIMA PUTMa SIBIISIOTCS
CYNpaBEHTPUKYJISIPHAST TAaXWUKapAWs, NOJUTONHBIE W TPYINIOBBIE 3KCTPACUCTOJIBI.
BripakeHHOCTh apUTMHUI KOPPEIHUPYET C TAKECTHIO MOPAKEHUS Cep/Illa U CYIIECTBEHHO
YXYALIAeT IPOrHO3, 0COOEHHO Y OOJIbHBIX C OJJHOBPEMEHHBIM BOBJICUEHHUEM CKEJIETHBIX
MBIIIII], ¥ MOTYT OBITh MPUYMHOW BHE3amHOW cMepTH. HapyiieHus mpoBOIUMOCTH
cep/illa MPOSBISIOTCS B OCHOBHOM Y/UIMHEHUEM uHTepBaiia P—Q, nedexramu BHYTpHU
KEJITYJOUKOBOW MPOBOJMMOCTH M OJIOKagoil mnepeaHeil JieBoW HOXKM Tydka [uca.
[Ipu3Haku MuOKapAUTa HAOMIOJAIOTCA TMOYTH MCKIOYUTENBHO y OOJNBHBIX C
CUMIITOMATUKOM MOJIMMHO3UTA; MUOKAPIUT aCCOUMUPYETCS C HU3KOM BBIKUBAEMOCTBIO
OonpHbIX. [lopakeHue mnepukapa B BHUJAE aAr€3MBHOTO M, PEXe, IKCCYAATHBHOTO
MepyuKapauTa TpU CIEHUATBLHOM HcclieoBaHUM BbIABIsieTcs Y 70—80% OO0NbHBIX U
yaiie MnpoTrekaeT OecCMMNTOMHO. B penkux ciydasx HaOJt0[aeTcss 3HAYMTENIbHbIN
BBIIIOT B TMEpUKap]l, KOTOPbIM MOKET MPUBECTH K TaMmioHaje cepaua. CepreuHas
HEJIOCTATOYHOCTh Pa3BUBACTCS PEAKO, HO B CIy4yasX MOSBICHHUS OTIWYAETCA
pedpakTepHOCTHIO K TEpAUK U HEOJArOMPUSITHBIM IIPOTHO30M.

N3MeHeHust cepjiia MOTYT pPa3BUTHCS BTOPUYHO, BCIEJCTBHE MATOJIOTHUU JIETKUX
(JI€royHasi TUNIEPTEH3US) WM MOYEK (CKIEPOIEPMHUUECKUN MTOUYEUHBIN KPHU3).
IHopakenue nouex:



B xnuHMueckux uccnenoBaHusix B cpeqHeM y 50% OONbHBIX BBISBISIOTCS T€ WU WHBIC
OpPU3HAKK TMOYEYHOW JUCHYHKLIMM: MPOTEUHYpHUs, TeMaTypus, HE3HAUYUTEIbHOEe
NOBBIIIEHUE YPOBHS KpEeaTMHWHA B KpPOBH, apTepualbHas rumneprensud. Cruemyer
YUUTBHIBATDH, YTO ITU U3MEHEHUSI MOTYT OBITh BBI3BAHBI U JIPYTUMHU MPUYUHAMU, TAKUMHU
KaK cepJieyHass HEeJAOCTaTOYHOCTb, JErO4YHas TUIEPTEH3Us, HEePPOTOKCUYECKOE
JIEUCTBUE JIEKApCTB U JIp.

* BeipaskeHHOE TOpa)K€HHWE TMOYEK — CKIEPOJECPMUYECKUNA TOYEUHBIH Kpus,
pa3BuBaetcsa y 5-10% OOIbHBIX, MPEUMYIIIECTBEHHO Y O0NbHBIX ¢ quddy3H0# hopmoit
CCH. XapakTepHbIMH TMpPOSIBICHUSMH CKIEPOJEPMUUYECKOTO IOYEYHOrO KpH3a
ABJSIFOTCSA:  OCTPO  pa3BHBIIAsICS U OBICTPONPOTPECCUPYIOIIAsl  IOYEYHas
HEJOCTaTOYHOCTh, OOBIYHO B OTCYTCTBHE MPEIIECCTBYIONIETO 3a00JEBaHUS MOYEK;
3JI0KaYECTBEHHAs apTepUalibHasi THIEPTEH3Ms], aCCOLIMUPOBAaHHAsA C BBICOKUM YPOBHEM
pPEHUHA; HOPMAJIbHBIA MOYEBOM OCaJOK WJIM HE3HAYUTEIbHbIE HW3MEHEHUS
(MUKpoCcKOTIMYECKasi TeMaTypusi U npoTeuHypusi). [IpoTemHypuss MOXKET BBISBIATHCS
3a10JT0 O Pa3BUTUS [OYEYHOTO KpU3a M YCUIMBATBHCS NPU PA3BUTHUU JIAHHOTO
OCJIO’)KHEHUS!, HO OOBIYHO HE ObIBAET 3HAUUTEIHHOM.

* I3MeHEHHsI, CBA3aHHBIE C IIOPaKEHHEM IIOYEYHBIX COCYJOB H apTEpUaIbHOU
TUIIEPTEH3UEH, B TOM YHCIIe MUKpOAHTHOMATH4YecKas (HEMMMYyHHAas1) TeMOJIUTHYECKas
aHeMUs1, TPOMOOIIUTOIICHUSI, THTIEPTEH3NOHHAs dHIIeaIoNnaThs U pEeTUHONATHS.
OCo0OEHHOCTBIO CKIIEPOAEPMUYECKOTO MOUYEYHOIO KpH3a SIBJISETCS BHE3AIHOE HA4ajo,
0e3 MpeaecTBYIONNX NpU3HAKOB-TIpeABeCTHUKOB. [Ipubnusutensno y 10% 060abHBIX
MOBBIIICHUS AJl HE HaOIr01acTCs — TaK Ha3bIBACMbII
HOPMOTEH3UBHBINCKIIEPOAEPMUYECKUM MOYeyHblt kpu3. be3 nedenuss (oObIYHO B
TeyeHue |—2 Mec) pa3BUBaeTCs TEPMUHAJIbHAs [OYEYHAs] HEJOCTATOYHOCTb.
@akTopaMl pPHUCKA CKIEPOJECPMUUYECKOrO IOYEYHOro Kpu3a sBisA0oTcS Auddy3Has
dhopma, mpuém Boicokux 1103 I'K (0onee 15 mr/nenn), AT k PHK-nmonumepase 111.
Iopaxkenue HepBHOW cHucTeMbl: [IOJTMHEBPUTUUECKUM CUHIPOM, KOTOPBIA MOXKET
ObITh CBsI3aH C (peHOMEHOM PelHO WM TEepBUYHBIM TMOPAKEHUEM MepUdEePUISCKUX
HepBOB. TpuremuHanbHasi ceHcopHas HeBpomnaTus Habmomaercsa y 10% OOIbHBIX U
IIPOSIBJISIETCS. OJHO- WJIM JBYCTOPOHHMUM OHEMEHHEM JIMIA, MHOI/AA B COYETaHUU C
6ompt0 uiu napectesusmMu. Y 6onbHbIX auddysnon Gopmoit CCJl yacto pa3BuBaercs
cuHApoM 3amsicTHOoro kaHana. K ngpyrum mpossieHusm CCJl oTHOcATCS CHHIPOM
[érpena (20%), mopakeHUe IMUTOBUIHOU Keje3bl (TUPEOUTUTXAIMUMOTO, THPECOIUT
ne KepseHna), Beayuiee K pa3BUTHIO TMIIOTUPEO3a; MEPBUYHBIA OWJIMAPHBIM LUPPO3 Y
00JBHBIX TUMUTHpOBaHHOU popmoit CC/I.

12.3. JlabopaTopHble HCC/IeI0BAHUSL:

. OO0mmii aHa M3 KPOBM: THIIOXPOMHAs aHeMUs, yMepeHHoe mnosblmieHne COD
(mMpUOAN3UTENHHO Y MOJOBUHBI OOJIBHBIX), CH)KEHHE reMaToKpuTa; noseimenune COD
HE KoppenaupyeT ¢ KiuHu4Yeckod akTuBHOCThIO CCJ M MOXeT ObIThb CBA3aHO C
JTaTeHTHOW nH(peKuen (00bIYHO OPOHXOJIErOYHOM).

. O0mmii aHaMM3 MOYM: THUIOCTEHYPHS, MHUKPOTreMarypusi, MNPOTEUHYpHUS,
UATUHIpYpUst, JedkouuTypus. CTeneHb BBIPAXKEHHOCTH MOYEBOIO  CHHApPOMA
BapbUPYET B 3aBUCUMOCTHU OT KIIMHUYECKOU (DOPMBI MOPaKEHUS TTOYEK.

. BuoxuMmnuyeckuii aHaIU3 KPOBH: XapaKTEPHbIE U3MEHEHHUS OTCYTCTBYIOT.



. NUMMYHOJIOTUYECKHUE UCCIEJOBAHUA. AH® BoisBisiercss y 95%
6onpHbIX CCJl, 0OBIYHO B yMEpEHHOM THUTpe. BakHOE 3HaueHuEe UMEET Onpe/eieHe
TaK Ha3bIBAEMBIXCKJIEpOAepMACTICIIMPUIECKUXAYTOAHTUTEN.

. ATScl-70, mmn AT k Tomom3omepa-3e-1, yaiile BBIIBIAIOTCS mpu AU GY3HOM,
yem 1npu JumutupoBaHHoit ¢opme CCJl. IlpucyrctBue AT B couertaHuu c
HocuteasctBoM HLA-DR3/DRw52 B 17 pa3 yBenuuuBaeT pUCK pa3BUTHA JIETOYHOIO
¢ubpoza nmpu CCJl. Tutp AT koppenupyet ¢ pacupoCTpaHEHHOCTHIO MOPAKEHUS KOXKH
U aKkTHUBHOCThIO Oone3Hu. O6nHapyxkenue ATScl-70 y OOJNBHBIX C H30JIUPOBAHHBIM
dbenomenom PeitHo accouuupyercs ¢ nociaenyromum pazputueM kauHuku CC.

. Antunientpomepusie AT (ALIA) ob6napyxuBatotcss y 20% Oonbubix CC,
IJIaBHBIM 00pa3oM MpH JTUMUTUPOBaHHOHN dopme. Takxke BeISBIAIOTC Y 12 % O0MbHBIX
MEPBUYHBIM OWJIMAPHBIM LUPPO30M (ITOJIOBHHA M3 KOTOpbIX mMeeT npusHaku CCl),
OYEHb PEIKO IMpPH XPOHUYECKOM aAKTHBHOM TIE€NaTUTE W MEPBUYHOM JIETOYHOU
runepren3uu. AIIA  paccmarpuBarorcs kak wmapk€p paszsutua CCJI  npu
M30JUpoBaHHOM (peHoMene Peiino.

. AT x PHK-nmonmumepase III BeisiBisitorest y 20-25% G0JIbHBIX, TPEUMYIIIECTBEHHO
¢ mubdy3Hoit hopMoi U MOpaKEHUEM TMOYEK, ACCOLUUUPYIOTCS C HEOJIAronmpUsTHBIM
IIPOTHO30M.

[Tomumo nepeunciennbixayroantuten, npu CCJl ¢ MeHbIIEH 4acTOTON BBISBIISIIOTCA
Ipyrue aHTuHykieoasipasie AT, B ToM uuncie:

. AT k Pm-Scl BwusBastorca npubnusurensHo y 3—5% O6onbabix CCJ B
coueranu ¢ NOJIUMHO3UTOM (CCJI-mo-TMMHO3UT NEPEKPECTHBINA CUHIPOM);
. AT x u3-PHII BeisBisitorest y 7% O0JBbHBIX M accouuupyrorcs ¢ auddysnoit

dbopmoit 0oJie3HU, TMEPBUYHOM JIETOYHOM TUMEPTEH3UEH, MOPAKEHHEM CKEJIETHBIX
MBIIII] ¥ PaHHUM J1e0I0TOM OO0JIE3HU;

. AT k Ul -PHII BoisBnsitorcs B cpeaneM y 6% 6onbubix CCJI, acconuupyrorcst ¢
CCA-CKB nepekp€cTHbIM CHUHIPOMOM, apTPUTAMH, W30JUPOBAHHOW JIETOYHOU
TUTNIEPTEH3UEN U paHHUM JIe0I0TOM OOJIE3HH.

P® obnapyxuBaercs y 45% O0JIbHBIX, TJIaBHBIM 00pa30M MPHU COYETAHUU C CUHAPOMOM
[Iérpena.

12.4. NHCcTpyMeHTAJIbHbIE UCCJIEIOBAHUS

Kanunnspockonusi HOrTeBOro Jjioxa BhIsBIsET XapaktepHbie i CCJl m3meHeHUs
(nunatauus ¥ penyKuMsl KanuuigspoB) Ha paHHEH cTaauu 00Jie3HH, 00J1a/1aeT BBICOKOM
YYBCTBUTEJIHLHOCTBIO U CHEIU(DUIHOCTHIO.

[Tockonpky miist CC/ xapakTepHO MOPaKE€HUE MHOTHX BUCLIEPAIBHBIX CUCTEM, KOTOPHIE
MOTYT TPOTEKaThb OECCUMIITOMHO (OCOOCHHO Ha paHHEW cTaguu OOJE3HM), NI HX
CBOEBPEMEHHOTO BBISIBJICHUSI M OLICHKU CTENECHH MOPaXXEHUsI HEOOXOJAUMO MPOBOIUTH
COOTBETCTBYIOIIME WHCTPYMEHTAJIbHBIC MCCIICIOBAHUS, XapaKTep W 4YacTOTa KOTOPBIX
OTIPENICNIAIOTCS KIMHUYSCKOM (OpMOM, TEUeHHeM OOJIe3HH W HEOOXOJIMMOCTHIO
KOHTpOJIs1 3 pexTuBHOCTH Tepanuu (Tadiuma 1).

Tadanna 1. CnenuajbHble MCCJIEI0OBAHUS BHYTPEHHUX OPraHOB NPH CHCTEMHOM
CKJICPOAEePMHH.

Hccnenyemelid opran Bun nopaxenus Jlnarnoctuueckue

IInmeson I'unoronus Manometpust




Pedmtokc-a3o0darur

Oupockonus/pH-meTpust

Crpukrypa Pentrenorpadus/>H10ckonus
Kenynox [Tapes Cuunrurpadus
HIIBII-unayurpoBanHas | DHAOCKOMUS
s13Ba
ToHkast Kuka ['unoronus PenTreHokoHTpactHoe
HCCJICIOBAHUE
M30bITOYHBIH poct | JIpIxaTenbHbld  BOAOPOIHBIN
MUKPO(DIIOPHI TECT
[IceBnooOcTpyKIus, O630pHas pentreHorpadus

HIIBII-unnyuupoBaHHas
s13Ba, THEBMATO3

Tosicras kumka ['mnoTtonus, bapuesas knmm3zma
TMICEBJIOANBEPTUKYJIBI
IlceBnooOcTpyKIUS O0630pHast peHTreHorpadus
AHOpEKTaJIbHBIN OTHEI IlopaxxeHue chunkTEpa Manometpus
Jlerkue HNaTepcTuninanbHbIi Pentrenorpadus,
¢bubpo3 KOMITbIOTEpHAsT ToMoTpadus
BBICOKOT'O paspenieHus,
byHKIIN BHEILIHETO
JBIXaHUs,
OpOHXO0aJIBBEOISIPHBIATIABAK,
cuuHTUTpadus,

TOpaKOCKoMU4ecKasi OHOICHs
JIETKUX

JlerouHasi runepTeH3us Honmnep-2XO-KT, OKT,
peHTreHorpadus
Cepnue Aputrmun Xonetp-OKI
MOHUTOPUPOBAHUE
OuaroBblii ¢bubpos | OKT, OXO-KT',
MUOKapJia cruHTUTpadus
Juchynkuust muokapna | Honmnep-2XO-KI'
Ilepuxagut Ox0-KT', pentrenorpadus
[Toukn CkneponepMuueKuit MoHuTOpUHT AJl,
IIOYEYHBIN KpHU3 coJiepKaHue KpeaTHUHUHA,
pennHna B kpoBu, OAK
(remorsio6H, IIACTOIMTHI,
TPOMOOITUTHI),
oTaabMOCKONHS,  OHOIICHS
MOYKHU
12.5. Ilokazanusi JIsi KOHCYJIbTALMH CIIEHHUAIUCTOB
. [Ipy HanMMyuU NPU3HAKOB MOPAXKEHHUS MOYEK OOJIBHOTO CJEeAyeT HANpaBUTh K

Hedposory sk MpoBeAEHUs] OMOIICHUHU MTOYEK.




. KoHcynbranus HeBpoIarosora Mnoka3aHa B ClIyd4ae pPa3BUTHS HEBPOJIOTHYECKOMN
CUMIITOMAaTHKHU Ul YTOUHEHHUs XapaKTepa U CTEIEHU MOPAXKEHUS HEPBHOW CHCTEMBI U
noa0opa CUMIITOMaTHYECKOM Tepanui.

. [TaueHTaM €O 3pUTENBHBIMM HapyILIEHUSIMH HeoOXOoauMa KOHCYJIbTalus
OKYJHCTa C LEJIbI0 YTOYHEHHUS TEHe3a JaHHBIX HapyUIeHWH (MaToslorus cocyaoB
cetuatku B pamikax CCJI, mposiBienuss mnodouHoro nedictBus ['K wmm cunzpoma
[lerpena).

12.6. IuddepenuuanbHbIi AUATHO3:

Huddepennunansaas auarHoctuka CCJ| mpoBoguTcst ¢ ApyruMu  3a00JI€BaHUAMU
CKJICPOICPMUYECKON TPYIIbI, MpH OOJBIIUHCTBE KOTOPBIX OTCYTCTBYET (EHOMEH
PeitHO 1 mopaxeHne BHYyTPEHHUX OPTaHOB.

o JIludpy3ublit 503MHOGUIBHBINA (PacIUUT- UHAYPALMS KOKU HAUMHAETCS C MPEATUICYHA
W/WIA TOJEHEH C BO3MOXHBIM pPaclpOCTPAHEHHUEM HA IPOKCUMAJIbHBIE OTEIbI
KOHEYHOCTEH M TYyJIOBMINE; MAJbLBI KHCTEHW M JIMIO OCTalOTCS HWHTaKTHBIMMU.
XapakTepuszyercss IOpaXCHHMEM  KOXH 10 THUIy  «alleJIbCHHOBOM  KOPKW»,
CrubaTeNIbHBIMM  KOHTPAKTYpaMH, 303MHOQUIMEH, TrumnepraMmarioOyJIuHeMuen Hu
noBeimiennem COD. Ilpumepno B 1/3 ciayyaeB MNpOCIEKUBACTCS CBSI3b C TMPE-
HIECTBYIOIIEH Ype3MepHOi (PU3HUECKON HArpy3Kkou wiv TpaBMoi. Bo3MoXHO pa3ButHe
arIaCTUYECKOU AaHEMUM.

e Cxnepoapema byiiike - BbIpak€HHassMHAypalus B OOJacTH JIMIla, IIEU, TJICYEBOTO
nosica. Hepenkas cBs3b C MpeaIecTBYIONIEH HHPEKIMEH BEPXHUX JIbIXaTEJIbHBIX ITyTEH.
e OrpaHnueHHas CKJIEPOJEpMHUs - ouaroBoe (OJsiieunas) u JuHeitHoe («yaap cabiei»,
reMuQopma) NopaxeHNe KoK 1 MoAJIeKaIUX TKAaHEH.

e MynbTudoKaibHblil  (uOpo3. OCHOBHBIE JIOKAJIM3ALMU: PETPONEPUTOHEANIBHBIM,
MHTpanepUTOHEAIbHbIM U MEIUACTUHAIIbHBIN (PUOPO3; pexe - ouaru Gpuopo3a B JIETKUX,
ria3Huile (MCeBA0OIYXO0Jb TJIa3HUIIbI), IUTOBUAHON kKemese (TupeouauTPuaens) u ap.
K manbsiM dopmam OTHOCAT Takke KOHTpakTypel JlromtoutpeHa u kenoun. Hepenko
coueranue 2-3 u 0oJjiee JIOKaIu3aIyi mporecca.

e OnyxonbaccolMMpOBaHHas(IApaHEOIUIACTUYECKasl))  CKIEpOJEPMHUs -  BapUaAHT
[IapaHEOoIUIACTUYECKOTO  CUHAPOMA, KOTOPBIA MPOSBIAETCS NPEUMYIIECTBEHHBIM
pazButueM (¢udpo3a B MEPUAPTUKYISIPHBIX TKAHAX, KOHTPAKTYpaMH WM IO THUITY
topruaHoi k Tepanuu CCJl ¢ mpeoOnaganuem nepudepudecko CUMIITOMATHKH.

e [IceBockiepoepMusi- U3MEHEHHUs] KOXH, HaOJtoJaeMble NpPHU BPOXKAEHHBIX WIH
NpUOOPETEHHBIX  HApYLIEHUAX  Merabonu3Mma:  noppupus,  (EHUIKETOHYpUS,
aMuiIous03, cuHiIpoMm BepHepa, cunapom PoTMmyHaa; auabeTH4ecKasIceBIOCKIIEe-
poJiepMusi; CKIEPOMHKCEAEMA U JIP.

e Cunznpom Bepnepa (mporepusi B3poCibIX, JIe(DEKT TeHa JaMWHA) MPOSBIAETCS
CKJIEPOAEPMOINIOA0OHBIMUA U3MEHEHUSAMU KOXHU (0COOEHHO KOHEYHOCTEH) M CKEJIETHBIX
MBI, PAa3BUTHEM KaTapaKThbl, THUIIOTCHUTAIN3MA, MPEKIACBPEMEHHOIO apTEPHO-
CKJIEpO3a, MHCYJSIPHOM  HENOCTATOYHOCTH, TOBBILIEHHBIM PHUCKOM  Pa3BUTHS
OCTEOCApKOMBI; HAOMIOAAIOT dHamie y MyXuuH B Bospacte 20-30 ner. PormyHnna-
Tomcona cungpom (atpoduueckas moikwioaepmus). KimHuueckn: MOWKUIOAEPMUS
JUIA U KOHEYHOCTEH, JBYCTOPOHHSSI KaTapakTa, JUCTpodusi BoioC (HOITe U 3yOOB),
TUIOTOHAAN3M, HapyUIEHUs SHIAOXOHAPAIBLHOTO OKOCTEHEHHMs, apTEPUOCKIEpO3 U



KapJIMKOBOCTh, TUIIEPIIUTMEHTAIIMS KOXKH, T€JICaHTUIKTA31HU, aTpoPHUecKuil 1epMaTos,
aHeMMUsl, MOBBIIIEH PUCK OCTEOr€HHON capkoMbl. CHHOHMMBI: KaTapakra, AUCTPOduUs
PormyHna.

. deHoMEH PeilHOSBIAETCS ONHUM M3 OCHOBHBIX CHUMIITOMOB, OIPEACIIIOIIMX
HeoOxoaumocTs auddepenumansHol nuarHoctukn CCJl ¢ ApyrUMH CHCTEMHBIMU
3a00JIEBaHUSMU COCAMHUTEILHON TKAHU: CMEUIAaHHBIM 3a00JI€BaHUEM COECTUHUTENIBHOM
TKAaHU, aHTUCUHTETA3HbIM CHHJIPOMOM B paMKax IOJIH/AepMaTOMHO3HTA.

13. IlepevyeHb AUATHOCTHYECKUX MEPONPUSITHIA:

A) OCHOBHBIX:

1. OAK

2. buoxumuuecknii ananmm3 kposu (kpeatunuH, K+, Na+, AJIT, ACT, oOmwmii u
npsIMON OMITMPYOUH, TUMUAHBIN CTIEKTp, TII0K032)

3. OAM

4, OKT

b) lonosiHUTEIbHBIX:

1. Koarynorpamma

2. CyTouHasi IpOTEUHYPHUS

3. 2XO-KT"

4, VY3I" cocyaoB BEpXHUX M HUKHUX KOHEUHOCTEH, COCYJ0B ITOUYEK

5. V3U OBII, mouek

6. OI'JIC, pH-meTpust, MaHOMETpHA NUILEBOAA

7. PentreHockonus nuIIEBOAa, JKEIyJIKa, JBEHAIUATUICPCTHOM KHUILKUH C

KOHTPacTUPOBAHUEM OapUEBOIl B3BECHIO

8. KT nerkux

0. Crnuporpadus

10. buoncus KOKHO-MBIIIIEYHOTO JIOCKYTa, TOYKU

KoncyabsTanus HeBponaroJiora, Hegpojiora, OKyJMcTa, THHEKOJIOrA.
14. llean nevyeHus:

. npo(HIIaKTHKA U JICUEHHUE COCYTUCTHIX OCIIOKHEHUHN
. 10JIaBJICHHUE MTPOTpECCUPOBaHMs PuOpo3a
. npoduiakTHKa U JICUCHHUE MTOPAKEHUN BHYTPEHHUX OPTraHoOB.

15. TakTHKA JieYeHHus :

PanHsig quarHocTvka M afeKBaTHas Tepalus B 3HAYUTEIbHOM CTENEHU ONPEEIISIIOT
3¢ (PEKTUBHOCTh JIEYEHUSI M TPOrHO3, OCOOECHHO TMpHU OBICTPOMPOrpPECCUPYIOLIEH
mupdysnoin CCJ. Jleuenne AOMKHO ObITh MAKCUMaJIbHO WHJMBHIYaJIHU3UPOBAHHBIM B
3aBHCHMOCTH OT KJIMHHYECKUX MPOSBICHUN U aKTUBHOCTH 3a00JIEBaHUS.

15.1. HemenumkaMeHTO3HOe JIe4YeHHeE:

N36erath MCUXOAIMOIMOHANBHBIX HArpy30K, JIUTEIBHOTO BO3JCHCTBHS XO0JIOAA W
BUOpallM, YMEHBIINTH NpeObIBaHWE HA CONHIE. J[Is yMEHBIICHHS YacTOTHl H
MHTEHCUBHOCTHU TMPHUCTYIOB Ba30cCla3Ma PEKOMEHJOBAaTh HOIIEHUE TEMION OEKIbI, B
TOM YHCJIE COXPaHSIOLIEe TEIUIO HIKHEE OeNbE, TOJOBHBIE YOOPbI, IEPCTSHBIE HOCKH U
BapeXXKH BMeCTO nepyaTok. C 3T0il ke 1eNblo peKOMEHA0BATh OOJILHOMY MpPEKpaIleHne
KypeHus, 0TKa3 OT moTpeOsieHus kode u comepxammx KOGEeWH HAMUTKOB, M30eraTh
npuéMa  CUMIATOMHUMETHKOB (3enpun, ampeTamuH, 3ProTaMuH), B-
a7peHo0JI0KaTOPOB.



15.2. MennkaMeHTO3HOe JeYeHune:

OCHOBHBIMM HAIIPaBJICHUSIMU MEIMKAMEHTO3HOTO JICYEHUs SBISIOTCA COCYAUCTAas,
IPOTHUBOBOCTIATIUTENbHAS U aHTU(DUOPO3HAs Teparnusl, a TAaKXKE JICUCHUE BUCHEPATbHBIX
nposienenuii CCJI.

1. Cocynucras Tepanusi HalpaBjeHa B TNEPBYIO ouepeAb Ha JiedeHue (eHoMeHa
Peitno. Kpome toro, npu CCJl npumensitot cienyromue JIC:

Cunnenadun — uaruoburop docdoauscrepasnl, B 03¢ 50 Mr B JAeHb CIIOCOOCTBYET
3KHUBJICHUIO JUTUTATBHBIX s13B Y 00abHBIX CCJl, y KOTOpBIX HEe Habmoganock dddexra
IIpU NPUMEHEHHH OJIOKaTOPOB KAJIBLIUEBBIX KaHAJIOB.

bo3eHTaH - HECENEKTHBHBIM aHTAarOHUCT PELENTOPOB 3HIOTENNHA- 1, TPUMEHsIETCS IS
JiedeHusl JIETOYHOW TUIEPTeH3UH; B 103¢ 125 mr/cyT B 2 pa3a CHHXKAET BEPOSATHOCTD
TMOSIBJICHUS] HOBBIX IMTUTAJIBHBIX SI3B.

2. [IpoTHBOBOCTIANIUTENBHBIE W LMTOTOKCUYECKHE INIpernaparbl MPUMEHSAIOT Ha
panHeit (BocmanutenbHOM) crtaauu CCJI u  OBICTPONPOrpeCcCUpYIONIEM TEYECHUU
3a00J1eBaHUS:

. HIIBII B craHgapTHBIX TEpaneBTUYECKUX J03aX I[IOKa3aHbl IS JICYCHUS
MBIIIEYHO-CycTaBHbIX mposiieHuid CCJl, croiikoit cyOdeOpmiIbHONM JIUXOpaaKu
(BeIcOKas uxopajika HexapakrepHa s CCJI).

. ['TIOKOKOPTUKOUIBI TTOKa3aHbl MIPU MporpeccupyomemM 1uddy3HoM nopaxeHuu
KOXXM U SIBHBIX KJIMHUYECKUX TMPU3HAKAX BOCHAIUTEIBHOW aKTUBHOCTH (MHO3MUT,
aIbBEOJIUT, CEPO3UT, pedpaKkTEepHbId apTPUT, TEHAOCUHOBUT) B HEOONbIINX (HE Oonee
15-20 wmr/cyt) nozax. Ilpuém Oosee BBICOKMX 03 YBEIUYMBAET PUCK PpPa3BUTHUSA
HOPMOTEH3UBHOTOCKIIEPOJIEPMUYECKOTO TOUEYHOTO KPHU3a.

. [Muknopochamun B xomOuHanmu ¢ ['K npumensercs mna nedenuss U3JI (cm.
nanee [lopaxxeHue 1Erkux).
. MeToTpekcaTcioco0eH YMEHBIIUTh PacHpOCTPaHEHHOCTh W BBIPAXKEHHOCTH

VIUIOTHEHUS KOXKH, HO HE BIUSET Ha BHUCIEpaIbHYIO martosoruto. Ilokazanwem s
Metotpekcarta siBigercs couetanue CC/I ¢ PA win nonmuMuo3uTom.

. [{uKJIOCTIOPUH MOJOKUTEIHHO BIUSET HA TUHAMUKY KOXKHBIX U3MEHEHUH, OJTHAKO
HEe(PPOTOKCUYHOCTh M BBICOKAs BEPOSTHOCTh PAa3BUTHSA OCTPOrO MOYEHYHOIO KpH3a Ha
(doHe JieueHus cephE3HO orpaHnYMBaeT NpuMeHeHue npemnapata npu CCJJ

3. AnTudubpo3Has Tepanus Moka3aHa Ha paHHEW cTaguu (B TEYEHUE TIEPBBIX 5
et OOJIe3HH) WU TIPU HAPACTAaHUM BBIPAKEHHOCTH M PaCIPOCTPAHEHHOCTH
VIUIOTHEHUS KOXHM y OOnpHbIX 1aud@y3HON cucteMHOM ckiepoaepmuen. D-
MEeHUIIWJVIAMUH — OCHOBHOM TIpenapar, MOJaBisAwoNmMid pa3Buthe (puodposa.
OddexTuBHas no3a npemnapara 250-500 mr/cyT.

JEYEHUE BUCIHIEPAJIBHBIX TPOSIBJIEHUHN CCJ

1. [lopaxxeHnue mnumEeBoAa U KedyAka. JleyeHue HampaBieHO Ha YMEHbILIEHHE
MPOSIBJICHUM, CBA3aHHBIX C JKEJIYyJAOYHO-NHILEBOJHBIM PEQIIOKCOM M HapylIEHUEM
nepuctaabTUKU. C 3TON 1eNbI0 OO0JBHBIM PEKOMEHAYIOTCS YacToe ApOOHOE MUTaHUE,
HE JIOXKHUTHCS B TEUCHHUE 3 U MOCie MpuéMa IMUIlld, CIIaTh HAa KPOBATU C MPUIOIHATHIM
TOJIOBHBIM KOHITOM, OTKa3aThCsl OT KYPEHUS U aJTKOTOJISI.

2. Crnengyer uMeTh B BHUJY, 4TO OJIOKATOPHI KAJBIMEBBIX KAHAJIOB MOTYT YCHUJIUTH
nposiBieHust peditokc-330daruta. JlekapcTBeHHas Tepamusi BKIIOYAeT Ha3HAYEHUE
AHTUCEKPETOPHBIX MPENapaToB U MPOKUHETHUKOB.



Omenpas3on — HMHTMOUTOP MPOTOHHON MOMIBI, fABIsAETCA Haubosee 3(PPeKTUBHBIM
AHTHUCEKPETOPHBIM MPENapaToM ISl JICYSHUS KeTyJOUHO-KUIIEYHOTO pediokca.

B GonbimHCTBE ciy4aeB OAHOKPATHBINA MpuéM 20 MT KYITUpYeT MPOsBICHUS 30(arura
B TEUCHHE CYTOK, IIPH HEOOXOAMMOCTH /1032 Ipenaparta rnossiaercs 10 40 Mr B JICHb.

®amotunauHn — Onokatop Hy-penenTopoB THCTaMHHA, YMEHBIIAET MPOSBICHUS
racTpon3odareanbHoOro pedirokca
Panutunun — Onokatrop Hjp-peuentopoB THUcTaMHHA, YMEHbBIIAET MPOSBICHUS

racTpon3odareanpbHoro pedirokca, HO ycTymaeT mo 3()(PEKTUBHOCTH WHTHOMTOpaM
IIPOTOHHOW MOMIIBI.

MeroknonpamMmusi — TPOKUHETHK; JUIMTEIBHOE HAa3HAYECHHE METOKJIONpaMHaa
HEJIOMYCTUMO, TaK KakK BO3MOXXHO pa3BUTHE HEBPOJOTUYECKUX HapyUICHUM
(mMapKUHCOHW3M), BBI3BAHHBIX BO3ACHCTBHEM Ha JAO0(PaMUHEPTHYECKUE CTPYKTYPHI
rOJIOBHOI'O MO3ra.

[IpokuneTnyeckuii 3PHeKT UMeeT U IPUTPOMHUILIMH, TPUMEHEHHE KOToporo B go3e 100-
150 mr 2 pasa B aenb win azurpomuniria mo 400 mr 1 pa3a B 1eHb B TeueHue 4 HEOEIb
yYMEHbBIIIAeT TOIIHOTY, PBOTY M TPUCTYNOB OoJied B SOUTACTpalibHON 00JacTH.
KomMOunHanust npOKUHETUKOB U aHTHUCEKPETOPHBIX MPEMapaToB YIY4YIIAeT COCTOSHUE
MAIMEHTOB C pedirokc-330(haruTom.

BrilpakeHHast CTpUKTypa NHUIIEBOAA SBISAECTCS TOKa3aHUEM [JIS1 SHIOCKOMWYECKOU
munaranuy. [lpu HapyIeHuu 5BaKyaTopHOM QYHKIIUU JKEITyIKa PEKOMEHYETCsl TPUEM
ITOTYKHJIKOM TTUIIH.

2. [lopaxeHne  KUIIEYHUKA. Hapymenuss KuWImIeyHOM  NEpPUCTAIbTUKH
CHOCOOCTBYIOT ~ M30BITOYHOMY POCTY MHUKPO(DJIOpBl M  Pa3BUTHIO  CHHIApPOMA
MabadcopOIuu, IS JICUEHUSI KOTOPOTo MPUMEHSIOT CIEAYIOINE aHTUOAKTepUaIbHbIE
IIpernaparel: TETPAUMKIUH - 250 Mr B J€Hb, AMOKCHLIIWIUIMH + KJIABYJAHOBAsI KUCJIOTA
500 mr B nenb, nunpodokcaruu 250 Mr B JeHb, ledasocnopuHbl. AHTUOUOTUKHU
CJIEIyeT YepenoBaTh ISl MPEAYNPEKACHUS Pa3BUTUS YCTONYMBOCTH MUKPODIOPHI.
JImuTenbHOCTh MpuéMa aHTHOMOTHUKOB 3aBUCHUT OT BBIPAKEHHOCTH JIMAPEN U CTEATOPEU
(o6prun0 7 — 10 pgneit B wmecsn). Ecnam nuapes mosiBnsercs Ha (oHe mpuéma
AHTUOMOTHUKOB, JIOMOJHUTEIRHO Ha3Ha4yaroT MeTpoHunazon (7—10 gHedl) s
MO/JABJICHUsT aHadpoOHON Quopsl. Ha3HaueHue MNPOKUHETUKOB (METOKIOMPAMUI)
HelleJIeCo00pa3Ho, TaK KaK OHM HE OKa3bIBAIOT OXujaemoro 3¢dekra. YmydiieHue
MEePUCTATBTUKKA  TMPU  HMHTECTUHAILHOUIICEBIOOOCTPYKIIMM  HAOMIOJAeTCs NP
MPUMEHEHUH JUTUTENIbHO JEHCTBYIOLIErO aHAJIOTa COMAaTOCTaTUHA — OKTpeotuaa 50 mr
B JICHb MOJIKOKHO.

3. [TopakeHne nETKUX.

o NutepctuninanbHoe  3abojieBaHUE — JIETKHX. Haunbonee adPexTrBHA
koMOuHupoBanHass Tepanusas [K wu muknopochamugom. ODddextuBHOoCcTh D-
MeHUIIWIJIaMUHA HEe Joka3aHa. [IpenHn3oin0H HazHavaroT B 03¢ 20— 30 Mr B JieHb B
TeueHue | Mec C MOCTENEeHHBIM CHIKEHUEM JI0 MojepkuBaromieit 10361 10—15 mr B
JieHb; cienyer uszberaTh HaszHadeHWs Oonpmmx 103 ['K wu3-3a pucka pa3BuTus
CKIIEPOJIEPMUYECKOTO MOo4YeuHOro kpu3a. [{ukmodochamun Ha3zHAYalOT BHYTPUBEHHO
B no3ax 500 mr/m2 - 750 Mr/mM2 B MecsI WM epopaibHO B A03ax | MI/Kr/meHs - 2
MI/KI/I€Hb B 3aBUCUMOCTH OT 3(h(EKTUBHOCTH M IMEPEHOCHUMOCTH TMpernapara. B/
BBEJICHUE CUMTACTCS MPEANOYTUTEIbHBIM, TaK KaK HaOJ0JaeTCsi MEHbIas 4YacToTa



no00YHbIX 3((}EeKTOB (B TOM YHUCIIE TeMOPPArudecKoro LHUCTUTA) MO CPABHEHUIO C
nepopaibHbiM npuéMoM. Ilynbc-Tepanuio nukiopochaMugoM MPOJIOIKAIOT B 3TOU
7103€ TI0 MEHBIIIEH Mepe B TeueHue 6 Mec (IIPU OTCYTCTBHH MOOOYHBIX 3¢ dexToB). [Ipu
MOJIOKUTEIIbHON JTMHAMUKE NETOYHBIX (GyHKIMOHATBHBIX TECTOB u
PEHTI€HOJOTUYECKUX U3MEHEHUM UHTEpBaI MEXITY nyJibC-Tepanuein
ukiodochaMuIOM YBETUYMBAIOT 10 2 MeC, a IPU COXPAHEHUHU TOJOKUTEIbHON
nuHaMuku — 110 3 Mec. Ilynbc-Tepanuto nukinodochamuiom HE0OOXOIUMO TPOBOIUTH
no MeHblel mepe B TedeHue 2 yeT. O0 3(pPeKTUBHOCTU Tepanuu CBUICTEIHCTBYET
crabmim3anus (GOpCUPOBAHHON JKU3HEHHOM EMKOCTH JIETKMX, TaK KakK YIIydllIeHHE
(GYHKIIUM BHEUIHETO JbIXaHUS Ha CTaAUM DPETUKYJSIPHBIX HM3MEHEHHH B JErKUX
MaJIOBEPOSATHO.

o MM® wmoxer HazHauatbcsi mamuentaMm CCJI[ ¢ HWIUI B ciyuae
HENEPEHOCUMOCTH WU HeA((HEKTUBHOCTH (B TOM uucie BTopuyHoi) [ID B coueTanuu
c 'K. MM® HaznauatoT ¢ n03bl 1000 mr/cyT. (B nBa mpuéma), yBeaudyuBas e€ 10
2000 wmr/cyt. (B nBa mpuéma) B cCllydae XOpoIleld MEPeHOCUMOCTH. JIIUTENbHOCTD
kypca MM® nomxkna ObITh HEe MeHee 6 Mec.

o B cnydyae Heap(eKTHBHOCTH JEKApCTBEHHOM TEpamuu U IpPOrpecCUpYIOLIei
IBIXaTEIbHOM  HEAOCTAaTOYHOCTH [OKa3aHa TPAHCIUIAHTAUUsl OJHOTO  JIEFKOTO
(b (deKTUBHOCTH COMIOCTaBUMA C TPAHCIUIAHTAIIUENH 000UX JIETKUX ).

» JI€roynas runepreH3usd. JleyeHne JIETOYHOM THNEPTEH3WM CIIEAYeT HAYWHATH KAK
MOKHO paHblie (Ha CTaJuM JAaTEHTHOIO TEUEHHUS) U3-32 BBICOKOW CMEPTHOCTH OOJBHBIX
(3-nmerHsist  BeDKHBaeMOCTh MeHee 50%). s neueHus NETOYHON THIEPTCH3UU
NPUMEHSIOTCS Ba30AUIaTaTOpbl (OJOKATOPBl KaJbLMEBBIX KAaHAJIOB, CHHTETHYECKHE
aHAJIOTH  TPOCTALMKIMHA WJIM  aQHTarOHUCTHI  PELENTOPOB  JHAOTEIMHA) W
AHTUKOATYJISTHTHI.

- Hudenunuu. Jlo Ha3HadyeHHUs IUTEIBHOW Tepanmuu JETOYHOM THUIEPTEH3UU
HUGEIUIMHOM HEOOXOAUMO IMPOBEIEHUE KaTeTepU3allui MPaBOro JKelyno4ka ¢ TeCT-
npo0Ooii (M3MepeHue JaBieHus B JIErOYHOM apTepuu A0 U MOCJIE OJHOKPATHOTO MpuémMa
HUu(denunuHa), Tak Kak HU(QETUNUH BbI3BIBAET CHUKEHUE MABJICHHUS B JIETOUHOMN
apTepuu TOJbKO y 25% OO0JIbHBIX U HE BIMUSET HA PE3UCTEHTHOCTH JETOYHBIX COCYJIOB Y
OCTAJIbHBIX OOJIbHBIX. BJIOKAaTOpPHI KalbIIMEBBIX KAHAJIOB HE OKAa3bIBAIOT BIMSHUS HA
BBIKMBAEMOCTh OOJIbHBIX.

- Bapdapun. JlnutensHblid mpuéM mpenapaTta yIydlllaeT BBDKMBAEMOCTh OOJBHBIX C
IEpBUYHON JEroyHOM runeprensueii. CyrouHasa no3a onpenpenserca sennunHon MHO,
KOTOPYIO CIEAYET yAEpKUBaTh B npeaenax 2—3.

- HWnompocT ¥  3HONPOCTEHONI—  CHUHTETHMYECKHE AHAJIOTH  MPOCTALMKIMHA,
MPUMEHSIOTCS 11 MH(QY3UOHHON Tepanuu, S(OPEKTUBHO CHUXKAIOT JaBJICHUE B
n€rouHolt aprepun. PazpaboTaHbl Takxe npenaparthbl MPOCTALUKINHA JJIS TTOJKOXKHOTO
Y UHTATALMOHHOTO BBEJICHHUS.

. [Topaxenue moyek. ANEKBaTHbIA KOHTPodb AJl 3aHMMaeT OCHOBHOE MECTO B
JEYEHUH  CKIEPOJIEPMUYECKOIO  TOYEYHOrO0  Kpu3a. ATIpECCHBHOE  JIEUEHHE
apTepuaIbHON TMIEPTEH3UH MOXKET CTAOMIM3UPOBATH WM JAXE YIYUIIUTh (QYyHKIHIO
MOYEK MPU CBOEBPEMEHHOM Hauaje Tepamnuu, 10 Pa3BUTHs HEOOPATUMbBIX M3MEHEHUUN
MOYEUYHBIX COCY/IOB. [Ipenaparamu BbIOOpA SABJISIFOTCS UHTUOUTOPBI
aHTMOTEH3MHIPEBpaIlaoero pepMenTa (JIM3UHOMPUI, KanTOMPHUII, SHANANPUI U Ap.).



o3y JIC noabuparoT TakuM 00pa3oM, 4TOObI COXPAHATh TUACTOIUUYECKOE IaBlIeHUE Ha
ypoBHe 85-90 MM pT.cT. MHrMOUTOpHI aHrnoTeH3uHIpeBpamaroniero gepmenta (AIID)
TaKK€ MOTYT YJIYYIIUTh HKCXOJ HOPMOTEH3UBHOTOCKIEPOAEPMUYECKOTO IOYEHUHOTO
Kpu3a. JledueHne peKOMEHIyeTCsi HauyuMHATh C KanTompwuia, HazHadas mo 6,25 -12,5
MT KaXK7bple 8 4acoB, U MOCTENEHHO YBEIUYMBATh 103y A0 MakcuMaibHOU (50 mr 3 pasa
B CyTkM). B Hauanme nedeHus exeqHeBHOE yBenaudeHue 036l HAIID  gomxHO
CHIDKaTh ypoBeHb cucroiguueckoro AJl nHa 10-20 MM.pT.CT., Tak KakK CJHIIKOM
obicTpoe cHmwkenne AJl (Takke Kak W THUIOBOJIEMHS) MOXET TMPUBECTH K
HEKEJIaTeIbHOMY CHIDKCHUIO ToYeyHOM mnepdys3un (ycyryonenuto wumemun). I[lpu
crabunm3aiun A/l moxHO mepeditu Ha mnpueM HAIID OGonee MIUTENBHOTO
aeiictBus. KanTompunm He OTMEHSIOT, JOaxe ecid (QYHKIUS TOYeK MPOJOJIKAeT
yxyamatecsi. Ecmu  wHa  ¢GoHe MakcumanbHOM — m03bl  KanTompmia Al He
HOpPMAJIM3YeTCd B TEYEHUE 72 4acoB, JOOABISAIOT OJOKATOPHI KaJlbIMEBBIX KAHAJIOB,
HUTPATHl (OCOOCHHO TPH TMOSBJICHUU 3aCTOMHBIX SIBICHUW B JIETKUX) WU Jpyrue
BasoAMJaTUpyOIKe cpeacrsa. l[Ipyu coXpaHEHHMM OJUTYPUYECKOM CTaJuHd OCTPOM
IIOYEYHOMN HEJOCTAaTOYHOCTH  pacCMaTpuBacTCs BONPOC O  TEMOJUANIM3E.
Boccranoenenne wim ynydmenue ¢yHkouun noyek mnocie CIIK  mpoucxomut
MEJJIEHHO, B TeueHue 2 neT. Eciu mocie 3Toro cpoka coxpaHsercs HOTpeOHOCTh B
reMOJIMaIn3e, CIEAyeT CTaBUTh BOIPOC O

. TPAHCIIAHTALMK MOYKH.

. [lopaxxenne cepaua. IIposBraeHUMsAMHM TEPBHUYHOIO  CKIEPOJEPMHUYECKOIO
nopaxkeHusi cepaua (T.e. MOPaXKEHUM, KOTOPhIE HE SIBISIOTCSA CJIEJACTBUEM CUCTEMHOMU
WM JIETOYHOM TUIEPTEH3UU) MOTYT OBITh MEPUKAPIUT, APUTMHUSI, MUOKapAUT, (pruldpo3
Muokapaa. JledeHue mnepukapauTa MPOBOJAUTCA MNPU KIMHUYECKH MAaHH(PECTHBIX
dbopmax u BrimroyaeT npumenenue HIIBIT u T'K (15 — 30 mr/cyt). Ilpu 3HaunTensHoM
BBINIOTE MPOBOJAAT NEPUKAPAMOLICHTE3 WM MEPUKAPIUOTOMHUIO. MHOKapIUT OOBIYHO
HaOJr01aeTcsl y OOJIBHBIX C BOCHAIMTEIbHBIM MOPAKEHUEM CKEJIETHBIX MBIIIIIL; JICYCHHUE
'K gacTo npuBOIUT K yBETUUYEHHIO (Dpakiuu BEIOpOCca JIeBOTro Kemynouka. Hapymienue
puTMa OOBIYHO He TpeOyeT jeueHus. [Ipu BbIpakeHHBIX apUTMUAX (TPYIIIOBBIE U
MOJINTOIIHBIE IKCTPACHUCTOJIBI, JKEIYJOUKOBas TaxXUKapaAus U JAp.) IpernapaToM BbIOOpa
apisiercss amuonapoH. Ilpuém (B-aapeHOOJOKATOPOB MOMKET YCHJIMTH MPOSBICHUS
(dbenomena Petino.

. CCHI n GepemenHocTh. Y OombimuHcTBa 00nbHBIX CCJ] B aHamMHE3e HMMeEeTCs
onlHa U Oojee OepeMEeHHOCTEW M poAOB. JIUMHUTHpOBaHHas (GopMa M XPOHUYECKOE
teueHue CCJl He sABISAI0TCS MPOTUBONOKAa3aHUEM JiJisl OepeMeHHOCTU. OJJHAKO BO BpeMs
OEpEMEHHOCTH MOXKET pa3BUTHCS OpraHHAas MATOJIOTHs, YTO TPeOyeT perysaspHOro
obcnenoBanus. IlporuBomokazanusi k OepemeHHocTu: auddysnas dopma CCJI,
BBIPKEHHbIE HApYIIeHUs (YHKUIUNA BHYTPEHHUX OPraHoB (cepala, JIETKUX U 1noyek). B
ciyvyasix BoisiBIeHUss CCJIl Bo Bpemss OEpeMEHHOCTM HEOOXOIMM THIATENIbHbIN
MOHHUTOPUHT (PYHKIIHH MMOYEK U cepala.

IlepeyeHb OCHOBHBIX MEAUKAMEHTOB!

Hecmepouonvle npomugosocnanumenvHule cpeocmea

I'nioxoxopmukouovl

1. [Ipemuu3omnon, 5 mMr, Tad

2. Metunnpenuusomnon 4 mr, 16mr, TabI.



3. Metunnpenuuzonon 250mr, 500mr, di.

4, [Ipenauzonon, 30 mr, amn

baszucnvie anmughubposnvie nekapcmeaennvie cpedocmaa
1. J-nenummaMud (KynpeHui) 250mr, Tad.
HmmyHnocynpeccusnvie nekapcmeeHtble cpedcmad

1. [Huknocnopus 25 mr, 100 mr, karc

2 Huxnodochamuna 50 mr, apaxe

3. [Muxmnodochamun 200 mr, drak

4 Mertotpekcar 2,5 mr, Tadn

IlepeyeHb 10NMOJIHUTEILHBIX MEIUKAMEHTOB:
Cocyoucmas mepanus:

1. [Tentoxcudwmmun 2%, 5 M, amm

2. Bazanpocran 20 mr/Smi
Anmuxoazynaumol.

1. ['emapun 5000 ME, dnak

2. Knekcan 0,4 mu, mmpuit

3. ®pakcunapus 0,3 mi, 0,4 M, mmpuir
4, Bapdapun

T'acmponpomexmopubl (oMenpazon)

Ipoxunemuxu (IOMIEPUIOH, METOKIIOTIPAMU. )

Anmueunepmen3usHuvle cpeocmea (HU(peIuH, aMIIOUTINH, SHATATPUI)
Anmubaxkmepuanvhbvle cpeocmea (MaKpoauowl, ye@daiocnopunsl, KOMOUHUPos8.a/b)

15.3. Ilpopuaakruueckue meponpusatusa: Otuoiorus CCJl HensBecTHa, B CBS3U C
4yeM IMepBUYHas mnpoduiakTuka 3al0oneBaHuss He mpoBoauTcs. [Ipodumaktuueckue
MEpOTPUATHST CBOJSTCS K TMPEAOTBPANICHUIO O0OCTpEHHs 3a00J7€BaHUS U Pa3BUTHS
mo60YHBIX 3G (HEKTOB JIEKAPCTBEHHOM TEpaIuu.

15.4. Benenue 0oabHbIX:001bHBIe CCJl momiexar AUCIaHCEPHOMY HAOJIOACHHUIO C
I[EJIBI0 OIICHKU TEKYIIeH aKTUBHOCTU 0O0JI€3HU, CBOEBPEMEHHOTO BBISIBJICHHUSI OPTaHHON
MaToOJIOTMM W, TPH TIOKa3aHMsSIX, KOppeKIuu Tepanuu. BpadeOHbIE o0oCcMOTp
OCYIIECTBIISIETCS Kaxble 3—6 MeC B 3aBHCHUMOCTHU OT TE€UYEHHsI OOJIEe3HU, HAIUYUSA U
BBIPAXKEHHOCTH BHUCIEPATBHBIX MOpakeHni. OTHOBPEMEHHO C 3TUM MPOBOASTCS 001IHe
1 OMOXMMHUYECKHE aHaIM3bl KPOBM M Moud. [IpM TNOBTOpPHBIX BH3UTAX K Bpauy
HEOOXOJIMMO MPOBOJUTH AaKTUBHBIM paccrpoc OOJLHOTO C IEJbI0 OIEHKU JTUHAMHUKU
(dhenomena PeitHo, ycusieHHs IPOSIBIICHUM MUIIEBOTHOTO peduiroKca, OJbIIIKN, apUTMUN
cepata u gp. Ilpu ocmorpe OonbHOro cienyer oOpamath BHUMaHHUE Ha
pPacrpoCTpaHEHHOCTh M BBIPAKEHHOCTh YIUIOTHEHUS KOXH, 0a3ajlbHON KpemuTalluu
NETKUX, Ha NoBbllIeHUE AJl, HamWuWe AUTUTAIBHBIX SI3B U OTEKOB. PekomMeHIyroTCs
uccaenoBaHne (YHKIMHM BHEIIHETO JbIXaHUA M dxokapauorpadus. Y OONbHBIX,
MpPUHUMAIOIMUX Bap(dapuH, cleayeT KOHTPOJIUPOBATH MPOTPOMOMHOBHIA HHIEKC U
MHOQO, a mpu neuenun 1ukiohochaHoM — UCCIENOBATH OOIINE aHATTU3bl KPOBU U MOYH
pa3 B 1—3 mecsia.



16. Nuaukaropbl 3(pPeKTHBHOCTH JieueHHs U 0€30MaCHOCTH
METOAOB IUATHOCTHKH U JICYeHHUs], OINMCAHHBIX B POTOKOJIE! CHmxeHue
AKTUBHOCTH BOCIIAJIMTENIBHOTO IpOILiecca.

1. OPI'AHU3AIIMOHHBIE ACIIEKTBI BHEJIPEHUS TPOTOKOJIA:
17. Kpurepuu OLICHKH JIJIsl IPOBeJeHUsI MOHUTOPHHI A
U ayauTa 3P(PeKTUBHOCTH BHEAPEHUSA MPOTOKOJA
18. Penenzent: Kymek6aera A.E.,k.M.H., noueHT Kadeapbl PEBMaTOJOTHH

AT'NYB

19. Pe3yabTaThl BHEIIHET0  PeleH3MPOBAHUS: OIIEHKa  MOJIOXKUTEIbHAS,
PEKOMEHYETCS K UCTOJIb30BAHUIO

20. Cnimcok MCNOJIb30BAHHON JIMTEPATyPhbI:

1. PeBmatuueckue 3aboneBanus. Ilog pen. JIx.X. Knunnena, JIx.X. Croyna, JI.JIx.
Kpoddopa, [1.X. Vaiit, 2012r.

2. Pesmatonorus, [log pen. H.A. [llocrak, 2012r.

3. JluarHoctuka u jedeHue B peBMaTosioruu. [IpoGiieMHBIN MOAXO, [Taitn K.,
Kennenu JI. IlepeBon c anri. / Ilox pen. H.A. lloctak, 2011r.

4. Pesmatonorusa: Knunuueckue pexkomennmauuu / mon pen. Axaa. PAMH E.JL
Haconoga. — 2-e uza., ucnp. u jom. - M.: I'90TAP-Menaua, 2010. — 752 c.

5. Smolen J.S., Landewe R., Breedveld F.C. et al. EULAR recommendations for the
management of rheumatoid arthritis withsynthetic and biological disease-modifying
antirheumatic drugs. AnnRheumDis, 2010; 69:964-75.

6. Jluddy3Hsie 60JIe3HN COCTUHUTEIBHON TKAaHU: PYKOBOJICTBO JJI Bpayei/ Mo pe.
npod. B.M. Masyposa. — CII6: CnerJIur, 2009r. 192 c.

7. Bect C.[Ix. - Cekpetsl peBMarosioruu, 2008r.

8. PeBmaromnorusi: HanmoHaibHOE pykoBoacTBO/ mojn pen. E.JI. Haconoma, B.A.
Haconogoii. - M.: I'DOTAP-Menua, 2008 . - 720

9.®enepanibHOE  PYKOBOJCTBO IO  HCIOJIb30BAHUIO  JICKAPCTBEHHBIX  CPENICTB
(bopmynsapras cucrema). Beimyck VIII. Mocksa, 2007.

10. benoycoB FO.b. - PanmonanbHas ¢gapmakoTepanusi peBMaTHUYECKUX 3a00JIE€BaHUMH,
2005r.

11. Iuddepennmanbaplii JUAarHO3 BHYTPEHHUX OOJIE3HEH: aNTOPUTMUYECKUN TTOAXO.
IT.M. Xumu, 2.J1x. Ixeko6con. buaom, Mocksa, 2003.

12. .Backynutel. ['punmreiin FO.U., Kpacnospck: UIIK "ITnatuna", 2003., 224 c.
13. Cucremnas kpacHas Bomyanka- Jlonenk: KII Pernon, 2003 - 464 c..

14. PanmonanbHast (papMakoTepanus peBMaTHYECKUX 3a00JjeBaHUl. PyKkoBOACTBO st
npakTukyromux Bpaueil. [log pegakunenn B.A. HaconoBoii, E.JI.Haconosa. Jlutreppa,
Mocksa, 2003.

15. PeBmartuueckue  OOJIe3HW: HOMEHKJIATypa, KjiaccH(UKalMs, CTaHAApThI
auarHoctuku u jedenusi-  B.H. Koanenko, H.M. Illy6a - K.: OOO "Karpan rpymn",
2002. - 214 c.

16. Backynutel u Backynonatuu. E.JI. HaconoB, A.A. bapanos, H.II. Illunkuna.
Bepxuss Bonra, Spocnasns, 1999.


http://www.geotar.ru/catalog/litprakt/revmat/11310
http://www.geotar.ru/search/extended/?authors_text=%C4%E6
http://www.geotar.ru/search/extended/?authors_text=%CA%EB%E8%EF%EF%E5%EB%E0
http://www.geotar.ru/search/extended/?authors_text=%C4%E6
http://www.geotar.ru/search/extended/?authors_text=%C4%E6
http://www.geotar.ru/search/extended/?authors_text=%D1%F2%EE%F3%ED%E0
http://www.geotar.ru/catalog/litprakt/revmat/10977
http://www.geotar.ru/search/extended/?authors_text=%D8%EE%F1%F2%E0%EA
http://www.geotar.ru/catalog/litprakt/revmat/9703
http://www.geotar.ru/search/extended/?authors_text=%CF%E0%E9%EB
http://www.geotar.ru/search/extended/?authors_text=%CA%E5%ED%ED%E5%E4%E8
http://rheumatology.org.ua/help/literature/?view=94
http://rheumatology.org.ua/help/literature/?view=93
http://rheumatology.org.ua/help/literature/?view=112
http://rheumatology.org.ua/help/literature/?view=112

17. Penkuie v aTUMUYHBIE CHHAPOMBI U 3a00JI€BaHNs B KJIMHUKE BHYTPCHHHUX OOse3Hen
- M'anmxa . M., euuk FO. U., ITenemyk A. I1. u ap.; [lox pen. . M. I'anmxu.- Kues
:3mopoB's. 1983.- 544 c.

21. Cnncok pa3padoT4uKOB MPOTOKOJIA ¢ YKa3aHMe KBAJIU(PUKATMOHHBIX
JTAHHBIX
1. ToruzbaeB I.A. — AOKTOp MEIMIIMHCKWX HayK, TJIABHBIH BHEIITATHBIN

pesmatosnor M3 PK, 3aBenyromuii kadenpoii pesmaronoruu AIMYB

2. CeticenbaeB A.ILl. - mOKTOp METUIIMHCKUX HayK, Tpodeccop

3. AybakupoBa b.A.- rmaBHBIN BHEMITATHRINA peBMATOJOT . ACcTaHa

4. Capcenbaiiynet M.C. - riaBHBIM BHEWITAaTHBIM peBMatonor BocTouHo-
Kazaxcranckoit o6nactu

5. Omapo6exoBa X.E. — rnmaBHblii BHemTaTHbIA peBMaTosior r.CeMei

6. Hypranmesa C.M. - rJaBHBII BHEHITATHBIM peBMaToJOT 3amajaHo -
Kazaxcranckoit o6nactu

7. KyanpimbaeBa 3.T. - rimaBHbIA BHeEWmTaTHBIA peBmatoior IlaBmomapckoi
obnactu

22. VYka3aHue YCJIOBMH IepecMOTpPa MNPOTOKOJIA: HAJIUYME HOBBIX METOJOB
JUAarHOCTUKM W JICYEHUS, YXYIIICHUE PE3yJIbTaTOB JICUCHMS, CBSI3aHHBIX C
MIPUMEHEHUEM JJAHHOTO MPOTOKOJIA.


http://rheumatology.org.ua/help/literature/?view=104

