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Cucremnana crkiaepogepmusa (CCH) -
ayTOUMMYHHOe 3aboJieBaHHe COeqUHUTEJIbHON TKaHH,
OCHOBHBIE KJINHUYECKHE IIPU3HAKU KOTOPOTO
00yCJI0BJIEHBI pacIpocTpaHEeHHBIM HapylIeHHueM
MUKPOIUPKYAANUY, (HOPO30M KOXKH U BHYTPEHHUX
OpraHoOB.

CC/l, — ipeicTaBUTEIb CKJIEPOAEPMUYECKOU TPyl 00JIe3HEN, K
KOTOPOU TaK>Ke OTHOCST:

e OTPAaHUYEHHYIO (0UaroByI0) CKJIE€POAEPMUIO
o 11uddy3HBIN 503UHOPUITILHBIN HaACITUUT

e CKJIEpOZEepMY byliike

e MyJabTU(OKaATBbHBIN HHOPO3

* MICEBIOCKJIEPOIEPMHUYECKH CUHAPOMBI



NMMaeMMo10rms

- [IepBuuHas 3ab001eBaeMOCTD K0J1e0IeTCs OT 3,7
710 19,0 Ha 1 MJIH. HaceJIeHUs B T'O/I,.

- JKeHntuHbBI 60J1€I0T B 5-7 pa3 dallle MY>KUUH.

» 3a0o0Js1eBaloT OOBIYHO JIUIa 30-60 JIeT.



ITUOI0rnA

Idtnosiorusa 3aboseBaHna HensBecTHa. Cunraercsa, uro CC/
pa3BUBaeTCsI MOJ BJAUSHHEM HEKOTOPBHIX 3JK30T€HHBIX
(pakTOpOB y JIIOAEN C OIPENEIEeHHbIMH I€eHeTHYE€CKHMU
HapyllIeHUIMMH.

K sk30reHHBIM (pakTOpam, CIIOCOOHBIM HHIYIIMPOBATH
pazButue CCJI, OTHOCATCA:

[0 perpoBupYyCHI (B IEPBYIO OUepeb IIUTOMETAIOBUPYCHI),
[ kBapleBas U KAMEHHOYTOJIbHAA IIbLIb,

[l opranuydeckure paCTBOPUTEJIH,

0 BUHWIXJIOPU,

[ HekoTOpBIE JieKapCTBEHHBIE cpeacTBa (OJIEOMHUIIUH U P
APYTUX MpelapaToB, MPUMeEHAEMbIX JJII XUMUOTEPAIINH).



[laToreHes

IIaToreHes BKJIIOUaeT 3 OCHOBHBIX 3B€HAa.:

1. lIaMeHeHHe OOMEeHa COeIMHUTEJbHOM TKAaHHU: IIPU
nopakeHuu PHK u JTHK B ¢pubpobiacrax yBeanmunBaeTCs
CHHTE3 UMH KoJlJIareHa 1 o0pa3oBaHue (pUOpUILII.

2, liIaMeHeHne aHTUT€HHBIX CBOVICTB KJIETOK: IOSIBJIEHHE
aHTUTEJI K KOJUIareHy, aHTUANEPHBIX aHTUTEJI, CHUKEHHE
KOoJinuecTBa T-Cyrpeccopos.

3. IlopaskeHue MUKPOUUPKYJAAINMUMN: IOBPEXKIEHUE
sHAoTeaus MK BegeT Kk aare3nu U arperamuu TPOMOOIIMTOB,
TUIIEpKOaryJIsAaiiim, BBICBOOOKIEHUIO MEZINATOPOB
BOCIIaJIEHMS, IIOBBIIIEHHIO COCYAUCTON IIPOHUIIAEMOCTH,
OTJIOKeHUI0 (pOpHHA Ha CTEHKE COCydO0B.
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==
KnaccudpumKauma

1. Knmanyeckue ¢popMbI:

1. JduddysHaa criaepoaepMua — TreHepajiM30BaHHOE MOpPaKeHHe
KO>KH COUYETAETCA C PAaHHUM Pa3BUTHEM BUCILIEPAJTbHON HNATOJIOTUH U
3HAUMNTEIbHOHU PEAYKIIHEN KAITUJIJISIPOB HOITEBOTO JIOXKA.

2. OrpannueHHasa (IMMUTHUPOBaHHAasA) - IIOpakeHHE KOXKU
OorpaHUYeHO 00JIaCThIO JIMIIA, KHUCTEM, CTOII, JJIUTEJbHBIM MHePUOJ
n3ogMpoBaHHoro cuHapoma Pewno, CREST - cunzapow.

JloOpokauecTBEHHOE TeueHHe.

3. Ilepekpecrnasa d¢opma (overlap-syndrom) - coderaHue

KJIMHUYecKkux npusHakoB CC/l ¢ mpusHakamMu JepmMaToMuo3uTa, PA
ninu CKB.



..[fApoaojaxeHune

4, IIpeuMyunieCTBEHHO BHUCIIepa/JIbHAA dopma
(ckiepoaepmus 6e3 cKIepoJepMHUH) — IOPaKeHUe cep/lia,
jnerkux, ;KKT, nouek, ¢peHomeHn PeriHo. I3MeHEHUsS KOXKU
MHUHHMAaJIbHBIE.

5. IOBenmabHaa CCJ/ - Hauasio Oosie3HH 10 16 JIeT,
IIOpaXeHHe KOXKH II0 THUIy O4YaroBOM WJIW JINMHEWHOU
CKJIEPOJIEPMUH, CKJIOHHOCTh K 0Opa30BaHHIO KOHTPAKTYP,
AaHOMAJIMM KOHEYHOCTEM, BHCIEpAJbHbIE MOPaAKEHUS
BbIpa’K€HbI YMEPEHHO.

6. IlpeckiepoaepMusa — N30JUPOBAHHBIA (peHOMEH PerHO
B COYETAaHHH C  KAaOWLUIAPOCKOIIMYECKHUMU  HJIU
HIMMYHOJIOTHYECKUMH HapYyIIEHUIMU.



R\
CREST-cuHppomM

HazBaH nmo nepBbIM OyKBaM BXOJANIMX B HETO
CUMIITOMOB.

C Calcinosis cutus —KaJIbITMHO3 KOXKU

R Raynaud,s phenomenon- ¢eHomeH PeiiHo

E  Esohpageal dysfunction — guchyakims
IIUIIEBOIA

S  Sclerodactyly - ckiepogakTuins

T  Teleangiectasia - Teneanruskrasus



2. XapaKTep Te4yeHumA

IIpu OCTPOM  TedyeHHUM  3a0ojieBaHHMe  OypHO
IIPOrpeccUPYyeT, HapacTaeT IreHepaJau30BaHHbI QUOPO3
KOKM, BHYTPEHHHX  OpPraHoB, HOPUBOMAIINX K
JleTaJIbHOMY HUCX0Ay 0e3 JieueHus yepes 1-2 roja.

IIpy momocTrpou ¢opMme HabOIOAeTCsT YMEPEHHO
IIPOrpecCcUpyIoIas KJINHHUKA 3abo0JIeBaHMsI C
nnpeobyiafaHeM IIPU3HAKOB HMMYHHOI'O BOCHAJIEHUS
(IJIOTHBIM OTEK KOXKHU, apTPHUT, MHUO3UT) J[JIUTEIbHOCTD
3aboJsieBaHUuA 0€e3 j1eueHus 7-10 JIeT.

XpoHHUUYECKOoe TeUEeHUE OTJINYAETCH
I100pPOKAaYeCTBEHHOCThIO, BHCIIEpPaJbHbBIE ITPOSBJIEHUS
IIPUCOETUHAIOTCA II03/THO 51 e/INHCTBEHHBIMU

IPOSIBJIEHUSAMHU 3a00JieBaHUA OCTAlOTCS U3MEHEHMUs
KO>KM 04aroBOTO XapakTepa win (peHoMeH PelHo.



3. CrenneHb aKTUBHOCTU

ITo BhIpakeHHOCTH KJIMHUKO-/1a00paTOPHBIX IIPOSBJIEHUN Pa3INdaioT 3
CTEeIIeHN aKTUBHOCTH IIPOIlecca:

v MunumaJjabHaA (I crenens)
v YmepenHas (I cremensn)
v MaxcumaabHad (I11 crenenn)

4. Ctagnu 00JI€e3HU.

. HauaJgpHadA (1-3 JIOKJIU 3l U 0o0J1e3HU C
IIPEUMYIIECTBEHHO CYCTAaBHBIMM U Ba30CIHAaCTHYECKUMU
IIPOSIBJIEHUSMU )

. T'enepaim3oBaHHaA (Pa3BUBAIOTCS IIOJHCHHIPOMHOCTD U
IIOJINCUCTEMHOCTD)

lll. TepMuHaabHaA (TsIzKeJIbIE CKJIEPOJIEpPMUYECKHUE,

TUCTPOUUECKHE U COCYAUCTO-HEKPOTHUYECKUE IIPOIIECCHI)
MeeTcd HeAOCTAaTOYHOCTb OJHOIO MU 0oJjiee OpPraHOB
( cepania, JIETKUX, IIOYEK)



[Mprmep PopMyNMPOBKU AMArHO3a

1. CucremHas CKJIEpOZiepMUH, OCTpOe TeUueHue, ¢
pacIpPOCTPAHEHHBIM IIOPpAKEHHWEM KOXXH B CTAlUU ILJIOTHOTO
OTE€Ka, CUHAPOMOM PeWnHO, IOJIMapTPUTOM, IIOJITUMHUO3UTOM U
BHUCIIEPAJIbHBIMHU IIOpaKeHUSAMH (KapAuT, ITHEBMOHUT, OCTpasi
CKJIeEpoJiepMuYecKasd  HedpomaThuss CO  3JI0KAUYEeCTBEHHOU
apTepUaJIbHON THINEPTEH3UEN U IIPOTPECCUPYIOIIEN MOUYEUHOU
HEeJOCTAaTOUYHOCTBIO), akTUBHOCTS 11 crennenn, 111 cragus.

2. CucreMHasi CKJIEPOAePMHUS, MOJOCTPOE TedeHHEe C ITopakeHHeM
KOXKH, CYyCTaBOB, cocyloB (cuHapom PeitHo), cepjia
(kapAuOCKJIEPO3), JeTKuX  (ITHEBMOCKJIEPO3), HHIIEBOA

(330¢arur), IoYyeK (ymepeHHast XpOHUYECKAs
cKJIepojiepMuyeckas Hedpomatusa), akTuBHOCTh 111 cremenu, 11
CTa UA.

3. CucreMHas CKJIEPOJIEPMUS, XPOHUUECKOE TEUEHHE C ITIOPAKEHUEM
KOXKM B CTQUU IJIOTHOTO OTeKa, cocyAoB (cuHpapoMm PeliHo),
cycTaBoOB (IIOJIMAPTPUT), aKTUBHOCTH I cTrennenu, 11 crazus.



KJIMHMYEeCKMe NpoAaBIeHUA

KoHCcTUTYyIIMOHAIbHBIE CUMIITOMBI,
HaOJIIOMaroIecsd B 1e0rTe 00JIe3HU:

v/ c1abocCTh

v YTOMJIAE€MOCTD

v/ 1I0TEPA Beca

v/ cyOdeObpuiibHaA IUXOPaJKa



IHopa:keHnue coCcya0oB

®denomeH PellHO - CUMMETPUYHBIM IIAPOKCU3MAJILHBIM  CIIa3M
JUTUTAJIbHBIX apTEPUN, KOXKHBIX apTEPUOJI 1 APTEPHUOBEHO3HBIX IITYHTOB
CIIPOBOIIMPOBAHHBIX X0JI0/IOM WJIM SMOIIMOHAJIbBHBIM CTPECCOM.

XapakTepHO OHEMeHHE 1 00JIb B MAJBIAX PYK M HOT, COIIPOBOXK/IAIOIIIECS
6J1e ITHOCTHIO, IUAHO30M U IIOKpAaCHEHHEM.

TemeaHrno3KTa3uM —  paCHIMpPeHHbIE KANWLIAPHL U BEHYJIHI,
JIOKAQJIN30BaHHBIE HA IIaJIbLIAX PYK, JAAOHAX, JuIle, Ha rybax (Imo3gHue
IpU3HaKU 00JIe3HN)




IHopa:keHue KoxKu

CrxiepogepmMa — Bcerja HauyudHaeTcsl C  HaJblieB  KHCTHU
(cknepomakTminsa). OTMedaercs CTAAUMHOCTb IOPa’KEHUS KOXKU:
oTek (yToJlleHue, mobesieHue) , UHAypanusa (yIioTHEHHE), aTpodus
(koxka OJiecTslas, HaIIpsi>KeHHasi, BOCKOBOTO 1IBETa).

CuMnToMm «KHcCeTa» — yMeHbIIEHHWe POTOBOW  amepTyphl,
HCTOHUEHHE KPpacHOU KalMBbI I'y0D, pafiiajibHble CKIAAKU.

JururaibHble A3BBI — PA3BUBAIOTCA HaA UCTAJIBHBIX (QajlaHTax
IaJIbIIEB KUCTEU, PENUTUBUPYIOIIEE TeUEHHE.

Cyxaa ranrpeHa — HEKPO3 KOXH U I/K KUPOBOH KJIeTYaTKU
TVCTAJIbHBIX (DaJIaHT NajblieB. Bo3aMoXkHa caMoaMmmyTalius.

I'mnepnurMeHTaIuA — YYaCTKU TUIIO- U TUIEPIUTMEHTAIINH «COJIb
C IIepLemM».

JururajibHble PYOUMKH — TOYedHblEe YYacTKU aTpoPUU KOXKH
TVCTAIbHBIX (DaJIaHT HaJbIlEB KUCTH («KPBICUHBIN YKYC»)

Kaabnunatel (c-m TuoObep:xa- Beliccen6axa) — IOIKOKHBIE
OTJIOXKEHUS cosied Kaablnsg (0OBIYHO B 00JIaCTU HaJIbIIEB KUICTEM )



CuMOTOM «KHMcCeTa»

CUMIITOM «KPBICUHOI'O YKyCa» Cxiepoaepma (arpodust)



[lopaxkeHue cycTaBOB M KOCTEU

IHomuaprpaarum ©W YTPEHHAA CKOBAHHOCTb — YacThbIe
nposasieausa CC/

AKpoocTeoan3 — pe3opOIus KOHIIEBBIX OT/IEJIOB AUCTAJILHBIX
(pajtaHr KHUCTEM, BCAEACTBHE JIJINTEJIbHON HUINEMUU,IPOABISIETCSA
YKOpOYeHHEeM U JiepopMalel maablieB.

CuMIITOM TpeHHuA CyYXO:KHWJIHMHM — Kpenouranus IIpHU
crubaTebHBIX M pa3ruOaTeIbHbIX JIBUKEHUSIX MTaIbleB U KUCTEN.

CrubGarejbHbIE KOHTPAKTYPbI —
JIOKAJIbHOE YILJIOTHEHHE KOXKH U
cyxoxkuaui. Pyka nmpuobperaet

BUJT «IITUYHEU JIAIIbI»




CucremHas ckiepojsiepmus. O63opHasa peHTreHorpadus KUcTel B MPAMOU IMPOEKITUM.
[ToJTHBIN OCTEOJIN3 AMCTAJIBHBIX (pajlaHT U HEMOJHBIM OCTEOJIU3 CpeAHUX QayiaHT JIEBOU
KUCTU. ITOJTHBIN OCTEOJIN3 Ccpe/iHeN U AUCTAIbHOU (pasTaHTH U HEIMIOJHBIU OCTE0JIN3 OCHOBHOU
(pananru 2-ro mpaBoro nasbiia. KOHTpakTypsl CycTaBOB IIPaBOW KUCTH. MHO>KeCTBEHHbIE
KaIbIIU(PUKATHI MATKUX TKaHeU. BhIpakeHHBIN pacIpoCTPaHEHHBIN OCTEOTIOPO3.



———.
[lopaxkeHna RKT

I'mmoToHuA NMUINEBOJA — IIPOoABJAeTcs aucdarvel, 9yBCTBOM
KOMa 3a TPYJAUHOM IIOCjae €Obl, U3:KOTOM, YCHUJIHBAIOIIENCA B
TOPHU30HTAJILHOM II0JIOKEHUH.

CTpukTypa - Cy)XeHHe MOpOCBeTa HHKHeH 1/3 IHIIEBOAA,
HEBO3MOXKE€H  IIpUEM  TBepJAOW  IIUIHM,  yMEHbIIEHHE
BBIPAKEHHOCTHU HU3KOTH.

Jpo3uu U A3BbI NMHUINEBOAA — IOABJIAITCA Beieactsue I'DP.
3xxora, 60J1b 3a TPYAUHOM.

I'mmoToHMA Keayaka — O00Jb B 3OUTacTpUd U OBICTPO
HaCTymalolllee YyBCTBO  HAChIIleHMsST HU3-3a  HapyIIeHU:
ABaKyaIluU COAEPKUMOTIO KeayaKa.

CuHapoM MajJabaOCOPOIIMM — IIPOSIBJASETCI METEOPHU3MOM,
cTeaTopeei, uepeJOBaHUEM 3alI0POB U Auapeel, IIOTepen Beca.

IlopaskeHHe TOJICTOM KHUINKU — IIPUBOAUT K 3amopaM M
HeJZlep;KaHUI0 Kasla.



CucremHasda

CKJIEPOJIEPMHUSI.

Pentrenorpamma

HUKHEeH

TPETH

cpelHed U
IIUIIEBO/IA

CucremHas ckiiepoziepMus. PeHTreHOrpaMmmMma
IVCTAJIbHOM  TOJIOBUHBI  MHUILNEBOZA U
keayaka. IIpoceBer mnmIneBosa paciiupew,
IIEPUCTAJIBTAKA He IIPOCJIEXKUBAETCA. T1es10
JKeJIy/IKa [MUPKYJIAPHO CY>KEHO.



[loparkeHne nerkumx

BopJjieueHue jerkux Habawomaerces y 70% 6oabHbIX CCI u
II0 YaCTOTe YCTyHaeT TOJIbKO IOPaKeHUIO ITHIIEBO/IA.

HNHaTepCcTUIIMAJIbHOE 3a00/IeBAHUE JIETKUX — Pa3BUBAeTCA B
IIepBbIe 5 JieT 60Jie3HU U OoJjiee BhIpaskeHHbIe npu Auddy3HOU
dopme CC/. IIposBisgercs OABINIKONW, CYXUM KallJIEM U
cabocThi0. XapakKTepHBIUM ayCKyJbTaTUBHBIM IIPU3HAK —
TIBYXCTOPOHHSAA O6a3aibHas kpenutanus ( «Tpeck neamodaHa»).

Jlerounasa rurniepTreH3usA — MOBBIIIIEHNUE JIaBJIEHUA B JIETOYHOU
apTepuu BbILIE 25 MM.PT.CT B IIOKO€ WJIU BBIIIE 30 MM.PT.CT.
npu (¢usnueckon Harpyske. JII' mnepBuuyHass BCJIeOCTBUE
IIOPAXKEHUA COCY[OB, BTOPUYHAA B Ppe3yJbTaTe MIOpa’KeHUA
WHTEPCTUIATIBHOU TKaHU. OCHOBHbBIE KJINHUYECKUE
CUMIITOMBI —  OJBIIIKA, IPOrpeccupymlnad B TeUYeHUe
HECKOJIbKUX MeCAIleB. AYCKyJIbTATUBHO — aKIIEHT U Pa3/IBOEHUE
IT ToHa Ha JIA u TpexcTBOpUaTOM KJIallaHe.



CucremHas criepofepmusa. O030pHasA peHTreHorpaMMa TPYJHON KJIETKH B HPSIMOU
npoeknuu. Omnpenensderca aud@y3HOe yCUJIEeHHe JIETOYHOTO PHUCYHKA 3a CYeT
WHTEPCTUIUATIBHOTO U COCYJUCTOTO KOMIIOHEHTOB, JIETOUYHBIM PHUCYHOK JIe(pOPMUPOBAH IO
MEJIKOSTUENCTOMY THUILY, IPEUMYIIECTBEHHO B MIPUKOPHEBBIX 30HAX U HMXKHUX oT/esax. Kopuu
JIETKUX MaJIO0 CTPYKTYPHBI, GUOPO3HO M3MEHEHBl M PaCIINPEHBbl 32 CUET IMPOMEKYTOUHBIX
aprepuii. Cep/ille paclIipeHo B MONepeuHrKe B 06e CTOPOHBI. AOpTa y/IIMHEHA U YIIJIOTHEHA.
Omnpepnensercsa yMepeHHOe pacmupesue JIETOYHOTO CTBOJIA



[loparkeHne cepaua

CuMIIToMaMu MOPaXKeHUs Cep/ila ABJIAIOTCA YyBCTBO IMCKOMPoOpTa
WIW JAJUTEJbHBbIEe TyIllble OoJd B IpeKapAuaJbHOM 00JIacTH,
cepaliebreHre U apuTMUH, ObIIIIKAa. BO MHOTHX cilydyadx MOopa*keHue
cepauna npu CCJl mporekaer 0ecCMMOTOMHO M BBIABJSETCS MOPU
HHCTPYMEHTAJIbHOM 00CIeJOBaHUM.

PduopPo3 MHOKaApJAA KEJAYAOUYKOB —IIPUUHNHA CHCTOJIHYECKOU U
INACTOJINUYECKOU ANCHYHKIINHU JIEBOT0 KETYyI0UKa.

ApuTMHUHM U HapylIeHUsA OPOBOAUMOCTH YacTble HapyllleHUs
puTMa — CyNpPAaBEHTPUKYJADHAsA TaxyuKap/uA, I[OJATONHbIE U
IPYIIIOBbIE 3KCTPACUCTOJIBI. HapyllieHusa IpoBOAMMOCTH cepala —
yoyinHeHne uHTepBasia P-Q, JedekTbl BHYTPHKEIYAOYKOBOU
npoBoauMocTU u O1okaga ITJIHIIT.

IlopaskeHue mepuMKapja B BHJE aJTe€3UBHOTO HJIN SKCCYJTATHBHOIO
IIEpUKAP/INTa BBIABJIAETCA V 70-80% OOJIBHBIX, OOBIYHO ITPOTEKAET
0eCcCUMIITOMHO.



[lopakeHne noyek

B KJIMHMUYECKUX HCCIEIOBAHUAX ¥ 50% OOJIbHBIX BBIABJISIIOTCS
T€ WK [Apyrue TM[PU3HAKH IIOYEUYHOHU JUCPYHKIINH:
IIPOTENHYPUs, TeMaTypPHs, IOBBIIIIEHNE YPOBHSA KPeaTUHWHA B
KpPOBH, apTepUaIbHAsA TUIIEPTEH3UA.

BripakeHHOe MopakeHHe II0UeK — CKJIepOoJAepPMHYeCcCKHun
MOYEeYHbIN KPU3, Pa3BUBAETCA y 5-10% O0JILHBIX.

XapakTepHbIe IPOABJIECHUA:

¢/ OCTPO pas3BUBIIAsCA U OBICTPOIIPOrPECCUPYIONIAs IToUYeuHast
HEJOCTaTOUYHOCTh 0e3  MIpeAIle[CTBYIOIINX IIPU3HAKOB-
[IPe/IBECTHUKOB;

v/ 3JI0KauyecTBEeHHas apTrepuajibHas rumnepreHsusa (y 10%
00JIBHBIX HAOJII0/TaeTCS HOPMOTEH3UBHBIU IIOYEUHBIU KPU3);

¢/ He3HauuTeJIbHbIEe H3MEHEHU MOYEBOI'0 OCagKa



[lopakeHne HEpPBHOM CUCTEMDI

e I[ToinHEeBpOTUUECKUM CUHJAPOM — MOKET OBITh CBSI3aH
Kak ¢ ¢eHoMeHOM PeillHO TUK U NepPBUYHBIM IMOpa*keHUeM
nepudepruueCKux HEPBOB.

e TpuremuHa/IbHaA CEeHCOpHaf HeBponaTus
HaOmogaerca y 10% OOJbHBIX, IIPOSIBJSETCS OJHO- WIH
IIByXCTOPOHHHUM OHEMEHHEM JIUIlA, cOUeTaeTrcsa C OOJIbI0 U
I1apacrTe3udMu.

o CHHApPOM 3amnACTHOIO KaHaj/ia 4YacTo HaOsojaerca y
6osbpHBIX AuPPy3HOH Popmoit CCI.

Transverse
carpal
ligament



[AnarHocTmKka

JlabopaTopHoOe 00c/ie;oBaHuEe

1) OAK (rumoxpomHasa aHemusi, mnoBbiilieHHne COJ, CHUKeHUe
reMaTOKpUTa)

2) OAM (rumocreHypusi, MHKpOreMaTypus, HIPOTEUHYpUs,
IWINHAPYPHUS, TEUKOLIUTYPHS )

YBenuueHue BblieJIEHUS C MOYOM OKCHOpoJuHa (IIPOAYKT
HeIIPaBUJILHOTO GOPMUPOBAHUS KOJIJIareHa)

3) buoxumMuueckunii aHayin3 KpoBU (M3MeHEHU S OTCYTCTBYIOT)

HNHCcTpyMEHTAJIBHBIC UCCICIOBAHUA

KanmisspocKomuss HOITEBOrOo JioxKa (AuaTamus U PeayKIus
KauIspOB)



CrnenuajibHbIE HCC/IE€IOBAHUA BHYTPEHHUX OPraHOB

Tabauua. Creunaibrble HCCNeN0BaHHs BHYTPpeHHHX opranos npy CCJL

Hecnenyembiit oprau

Bua nopaxenus
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[eesnooGerpykuns, HITBI-
HHILYUHPOBaHHAR A3Ba,
HEeBMATO3

TunoToHun,
NCEBAOAHBEPTHKYAbI
[TeesrooBeTpykuns

[Mopaxenue chunkrepa

Hureperrunansieii duopos

Jlérounan runeprensus

ApHTMHH
Ouarosbii hHGpo3 MHOKapaa

Juedynkuns Muokapaa
Mepukapant

CrneponepMHUecKHi
MOYEYHbIH KPH3

Mauomertpus
Sunockonus/pH-merpus
Pentrenorpadms/ sHaockonus

CumHTHrpadus
SHaocKonus

Pemreuxompac‘moe HCCng0BaHHe
HuixaTenbhblit BOAOPOAHLI TeCT

O630pHas pentreHorpadus

bBapuesan kanama

O63opuas pentrenorpadus
Manomerpus

Perrrrenorpadus, KTBP, ®BJL,
BAJ1, cunnrurpadun, J1IC_, TBJ
Honnaep-sxokapanorpacun, K,
AC,,, pentrenorpadusn, KIK

KT -MoOHHTOPHpPOBaHHKE

SKI, sxokapaunorpadus, CUHHTH-
rpagus
Jonnaep-sxokapanorpadus
Ixokapasorpadus, peHTreHorpadus
Monutopuur All, KpeaTHHHH KPOBH,
yposetb pennna kposu, OAK (re-
MOTA0GMH, LIHCTOLMTHI, TPOMOOLLH -
Thi), 0hTaNLMOCKONHA, GHONCHA
1104KH

BAJT — Gponxoansseonsipubiit napax; JIC  — wddysnonnas cnocoGHOCTL OKCHAA yraeposa
(CO); KITXK — karerepusauus npasoro xeaytouka; KTBP — xomnsiotepuas ToMorpadus
Buicokoro paspelsends; OAK — ofuwmi avanua kposu;, TBJT — Topakockonuyeckan GHONCHS
nérkux; PBJL — (yHKIHA BHEWHErO ABIXaHHA.



N MMyHOJOrudeckoe oocaie1oBaHe

Y 95% 00JIbHBIX BBIABISIOT aHTUHYKJI€APHBIN (haKkTop
(AH®) B yMepeHHOM THUTPE.

B uMMyHOrpamMme y 40-50% OOJIbHBIX BbBISBJISAETCS
peBMaTOUAHbIN (PaKTOP, V 2-7% - LE KJaeTKH, CHUKaeTcs
KOJIN4eCcTBO T-1uM@OIUTOB.

IIpu auddysnoirt popme BoisgBIAsioTca AT ¢ Scl-70
(Tomonzomepase-1)

AaTuneHrpoMepHsbie aHnTuresa (AIIA) obHapy:KHUBaIOTCs
y 20-30% OO0JIbHBIX, Yallle IIPU JUMHUTHPOBAHHON (POpPME.

AT k PHK-nmosiumepasam I u III BbIABIAIOTCA ¥ 20-25%
OOJIbHBIX, IIpeuMyIllecTBeHHO ¢ auddys3Hou Gopmond u
IIOPA’KEeHNEM MOYEK.



Kpntepmm AMepUKaAHCKOM
pPEBMATOJI0OrMYeckomn accoumaumm, 1980 roga.

«boapnION» KpUTEPUM: CUMMMETPUYHOE  YTOJIIIEHUE,
VIUIOTHEHHE W HWHAypalus KOXHU IaJbIleB ITPOKCUMAJIbHEE
IIATCTHO-(PAJIAHTOBbIX M IJIIOCTHHE-(AJIAaHTOBBIX CYCTABOB.
3MeHeHNsT MOTYT ObITh Ha JIHIlE, IIee, TYJIOBHUIIE (rpyaHas
KJIeTKA U KUBOT)

«MaJsbie» KpuTepumn:
v/ CKilepOoJaKTUInuA
v/ JlururanbHble pyOIlbl HA ITOAYIIIEeYKaX NajIbIlEB

v JIByxcTOpoHHUUW  0OasanbHbIM  JierouHblii  ¢ubpos (R
IIPOSIBJIEHUSA «COTOBOTO JIETKOT'0» )

JAunarmocruueckoe npaswio: auarHo3 CC/l mocrosBepen
NMPpU HAJITUYIHNH 00JIBIIOr0 KpUTEPUA NJIH ABYX MaJIbIX.



JleueHue

HeMmeanukaMeHTO3HAA TEpaIiua:

36eraTh NMCUXUIMOIIMOHAJILHBIX HATPY30K, JIJIUTEIBHOTO
BO3JEMICTBUS XOJIOJla, BUOpamuu, NOpeObIBAaHUS Ha COJIHIIE.
HoireHre TeIion OAEXAbl, OTKa3 OT KypeHHUs, IOTpeOJIeHHUA
kode, uzberaTh IpUeMa CHUMIIATOMHMETUKOB, ajabda-agpeHo
6JI0KaTOPOB.




MepankameHTO3HaA TepanuA

CoBpemenHasa tepamnuda CCJ] BrkOYaeT 3 OCHOBHBIE T'PYIIIbI
JIEKAQPCTBEHHBIX IIpermaparoB, KOTOpble HalpaBJIeHbl Ha
OCHOBHBbIE IaTOreHeThuYeckrue Mexanu3mMbl pa3sutua CC/I.

1) aHTUPUOPO3HbIE CPEJICTBA;
2) COCY/IMCThIE IIPEIapaThl;
3) MpOTUBOBOCIAIUTEILHbBIE CPEJICTBA.

1. AuTudub03HbIE CpeacTBA:
J-meaunmmiaamMmuH (KynmpeHums) 300 Mr B KalcyJlax.
TopMO3UT CUHTE3 U CO3pEBAHUE KOJIareHa.
KoaxuiuH — 0,5 MI' B CYTKH!
HTumermiacyiabdokcus (JIMCO) 50%, amnImIuKaiuu.
YMeHbIlIaeT IpOHUITAEMOCTh MeMOpaH, BeJleT K Jierpajialiuu
KoJLJIareHa, TOpMO3UT mposandepanuio pudpods1acTos.



2, Cocyaucrasa repanus.

Cocyaucras Tepanus HallpaBJjieHa Ha JiedueHHe peHOMeHa PelHo,
IIPUMEHAIOT  IIpelapaTbl  MOAABJIAKINUE  Ba30KOHCTPHUKIIUIO,
yMEHbIIIAIOIINeE IIOBPEXKIEHUE DHJIOTEJIHA, OKa3bIBAKOIIIHE
aHTHArperaHTHOE U aHTUKOATYJISTHTHOE JIEVCTBHE.

1)AnTaronuctel  Kaibiiusg  (Perappubie  ¢opmbl HUDEAUITHHA
(Kopundap, KopaadeHn) 30-40 Mr B CyTKU, AMJIOAUIIUH 5-10 MT
B CyTKU, /[lnITazemM 90-120 MT 2 pa3a B CyTKHU)

2)VIaruburopsr AIl® (Kamrompma 12,5-50 MI' 3 pasa B CYTKH,
dHaanmpuiI 10-40 MT B CYTKH)

3)AHTaroHuCThl pelenTopoB anruoreH3uHa (JIozapran, Bajacapran,
TeaMmucapran)

4)Autuarperantel (KypaHTmia 75 mr B cyTkH, IleHTOKCH(PHILINH
400 MT 2 pasa B cyTKU, TUKJIOIUAMH 250 MT 1-2 pa3a B CyTKH)

5)AnTHKOArY/IAHTHI (I'emapuH, PpaHKCUIIAPUH)



3. IIpoTuBOBOCIA/IMTEJIBHBIC CPEACTBA:

1)IIpoTBOBOCIIANIUTEIBHBIE HMMYHOCYIIPECCOPDI
(IIpeagHMU30JI0H 15-20 MT)

2)[Iutoctatuku (Iukaodocdamur)
3)AMUHOXUHOJIMHOBEIE ITpou3BoAHbIe ([eaarmui, IlnakBeHm)

4.CuMnroMmaTudyeckKoe JieueHue:
JleueHue mopaxkKeHuN IUIEBOa U KeJIyaKa:

AHTHCekpeTOpHBIe Ipemnapathl (OMenmpa3oJ 20-30 MTI' B CYTKH,
PaHUTHUANH 150 MTI 1-2 pa3a B CyTKH)

[IpokuHeTuku (MeTOoKJIOMPpaMuA 10 MT 3-4 pa3a B CyTKH)

IIpu mopaskeHUH TOHKOHW KUIITKH:

AHTHOMOTUKU (AyrMeHTHH, IunpodioxkcamuH,
MeTtponujgasoJ, IlledamrocnopuHbl)



ITopaxxeHue JIerKmux:

N3JI: KombumaupoBaHnHasa Tepanusa 'K u nuxiaodochamuma
(IIpeaHU30JI0H 20-30 MT C IIOCTEIIEHHBIM CHMKEeHHEM 70 10
mr, Ilnkaodocdamug 800 Mr 1 pa3 B MecII)

Jlerounas runeprensusi: (Hudexunun, Bapdapun)

ITopa:xkeHue nmoyek:

Nurunbutopsl AIl® (Kanmrompuj, JHaJIONmpPui), 0JI0KaTOPbI
KaabIeBbIX KaHayioB (Hudeaunun)

ITopaxkeHnue cepaia:
ITepukapautsl (HIIBC, I'K)
[Ipu BbIpaKeHHBIX APUTMHUAX — AMMOJAPOH.

SKCTpaKOpHO%aJIbeIe MeToabl Jeuenuna (Ilmasmadepes,
I'emocopOIus

JlokainbHbIe MeTOoAbl JeueHus: Pepmentsl (JImmasa,
'manypoHuasa)



HoBble HanpaBJ/ieHMA Tepanuu
CUCTEMHOMU CKIEpPOAEPMUM.

Poap mecra Ouosiormueckou tepanuu B Jedenun CCJI
akTUBHO wuayvaercda. [na Jedenuda CCIl nOpuUMeHAIUCH
oimokatoppl  TNF-a  (madamkcumad, 3TaHePIEIT),
PUTYKCHUMAa0, AaHTUTHMOIIUTAPHBIM HNMMYHOIJIOOYJ/IMH,
nuHrepgeponsr (a- m Yy), peJakCuH, HNMaTHHUO,
aHTuTeJa K TpancopmMmupyomnemy (paxkropy pocra 1 u
AP-

Ilo JaHHBIM CHUCTEMATHUYECKOTO 0030pa IMPHU BHIPAXKEHHOM
CYCTaBHOM CHHJIPOME BOCHAJUTEJIBHOTO XapakTepa OBLIO
OTMEeUEeHO yIydIIeHUE CHMIITOMOB apTpuTa i
(QYHKIIMOHAJILHOTO COCTOSHUA [1]

IIpu Mcmosib30BaHUN PUTYKCHUMAaO0a (MOHOKJIOHAJIBbHOE
AHTUTEJI0 K IIOBEPXHOCTHBIM pelentopaM B-1uM@onuToB -
CD20) B coueranuu c¢ wManeiMu go3amu I'KC, mnosyuen
OTUYETJINBBIN KJIMHHUYECKUU 3(P@EKT Ha KOKHbIE MNPOSBJIECHUS
O0ose3HHu [2,3].



B paHaoMH3UPOBAHHOM KJIMHUYECKOM MCIBITAHUU
J0Ka3aHo  yjaydlieHue  (QYHKIHMHM  JIETKUX  IPU  HX
Gubpo3upymwieM HHTEPCTUIIMAJILHOM  IOPaKeHuu  [4].
IlokazaHO TakKe, UYTO JIeUeEHHIE PUTYKCUMA0OOM B TEUEHUE 2-X
jer (Mo 2 r 4yepe3 6 Mec.), OPUBOAUT K MOCTENEHHO
HapacTalIlleMy IOJIO0KHUTEIbHOMY BCI)?DGKTY Ha MPOSBJIEHUS
dbubposa kKokM U (PYHKIUIO JIETKUX (BK/IIOYAsA JIOCTOBEPHOE
Hapactanue  JU@@Py3nOHHOU CIIOCOOHOCTH). JleueHue
IIPOBOAMJIN TSIKEJIBIM OOJBbHBIM C BBICOKON CTEIEHBIO PHCKA
Pa3BUTHSA M IIPOTPECCUPOBAHUA  TSKEJNbIX  OPraHHBIX
IopakeHu, Ho Bce OOJIbHbIE OCTABAJINUCh CTAOWMIbHBIMU (0€3
yXyAIIeHUs1 W  IOABJEHHUSA  HOBBIX  BHCIEPHUTOB), UTO
IIpeAliojaraeT CTAOMJITU3UPYIOIINI (6os1e3HB-
moauuuupyomun) 3bdeKT Tepanuu PUTYKCMMAaOOM Ha
CKJIEPOZIEpMUYECKH mpoliece [5].

[IpumeneHue NmaTnanOa (0Ka3bIBAIOIIETO
[IOJABJIAIOIEE  JAEHCTBUE Ha N30bITOUHBIU CHHTE3
AKCTPaIeJIIJIAPHOTO MaTpHKCa, OIIOCPEZIOBAHHOTO
TpaHCcHOPMUPYIOMIUM (paKTOpoM pocTa [1 U penenTopoM
TpoMOonuTapHoro ¢gakropa pocra) npu auddys3Hou dopme
CC/l npuBes0O K YMEHBIIEHUIO KOXHOTO CHUHIApOMAa U

~ N1
XTTIYX T TTITATTTITITA TTATATTITTIATY XTTTTATTYTTTY



[lporHos

IIporno3d mpu CCJl HebIaronpusTHBINA, 3aBHUCUT OT
KINHUYeCcKol (¢opMbl U TeueHusda 3aboseBaHus. Ilo
pe3yJbTaTaM MeTa-aHajJau3a 11 HCCJIEI0BAHUN BBIXKHBAEMOCTH
2000 00sbHBIX CC/l 5-JIeTHSII BBIXKUBAEMOCTDb KO0JIEDJIETCS OT
34 1o 73%. Puck cmeptu npu CC/l B 4,7 pa3a Bblllle, YeM B
IIOITYJISIIINH.

[IpeikTOphl HEOJIATONMPUATHOTO IIPOTrHO3a: Auddy3Has
dopma, Bo3pacT Hauvasia 0OJIE3HU CTaplle 45 JIET, MY>KCKOU
oy, ¢ubdpo3 JIeTKUX, JEerodyHas THUIEPTEH3Usl, apUTMUs,
IIopakeHre TIOoYeK B TIIepBble 3 TrojJa Oo0JIe3HU, aHEMWus,
IIPOTENHYPUs B HaUasie O0JIe3HU.
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