HiBepcuTeT

lOBeHManaﬂ CUcTeMHas
cknepoaepmus

BoinonHuna:
CtyoenTka VI kypca 1 rpynnbl
TkayeHko UpuHa OneroBHa




OBeHnJIbHAa cucreMHAas

ckiepoaepmusi(FOCC)

* 3TO CUCTEMHOE 3aborneBaHne
COeVNHUTENBbHOM TKaHW, OJ151 KOTOPOro
XapaKTepHbl Nporpeccupyowmnim gndpos u
pacnpocTpaHeHHasa cocygucTas natonorug

no Tuny obnmtepupytomen

MUKpPOAHrMonaTmn, 4to npuBOaAnUT K M
Pa3BUTUIO reHepasrim3aoBaHHOro CUHApPoOMa = &)
PellHo, nHOypaTUBHOMY U3MEHEHUIO KOXW, \ § = )
nopaKeHMIo OrNoPHO-ABUraTeNIbHOro NG

Y/
annaparta v BHyTPEHHVX OpPraHoB (Nerkux, /
cepaua, noYek, XenyaouHo-kuweyHoro | ? |

TpakTa).
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IIMUAECMHUOJIOTrUA

§ &
vy

« FOCCL-penkoe
aboneBaHue.llepBnyHas
3abonesaemocTb-0,05 Ha
100 000 HaceneHna.CCL y
neTen yawe HaYmHaeTcd B
OOLLKOSIbHOM U MriagLuem
LLIKOSIbHOM BoO3pacTe.B
BOo3pacTe Ao 8 ner
BCTpeYaeTcs OAUHAKOBO
4acTO Y Malnb4nKoB U
OEeBOYEK,a cpeaun aeteun
boriee ctapLliero Bo3pacra
npeobnagatot aesoyku(3:1)




ITHOJIOTUSA

* HeussecTHa. ‘.’_i‘ - ,’/” = |

« K nposouupyoLwmnm pakropam | v o %
npuHagnexaT: Bubpauns, KOHTakT R U0 2l
XUMUYECKMMN BeLL,eCcTBaMU \YT t— y 2
(MPOMBbILLNEHHLIE, ObITOBLIE, i i '(. i B
anvMeHTapHbIe), ANUTenNbHoe il it 77 A\ M\ﬂ\s =
nepeoxnaxaneHne, NCUXM4eckoe 3 Ch-tPR (| /‘ LA
HanpsxeHne. 3abonesaHne 1’ ¢ J Q
peann3yeTtca Ha dOoHe reHeTUYeCcKom o, (.30 2l =
nNpeapacnonoXXeHHOCTU ;| YCTaHOBIEHO, 2

yto CC[] accoummnpyetcs ¢
HocuTenbcTBOM aHTureHos HLA A9,
B8, B35, DR1, DRS.

* BaxHyto ponb UrpaeT 1 BUpycHasi
NHpEeKUMA, KOTOPOW npucyula
CKITOHHOCTb K NEPCUCTEHLMN.

» Takmm obpasom, coveTaHne BNUAHUSA
BUPYCHOWN MHAOEKLUNU N TPUTTEPHbIX
dbaKTOpOB MOXET peann3oBaTbCs
maHudectaumnen CCL npu ycnosmn
EHETNYECKON CKNOHHOCTM OpraHM3mMa




IlaTorenes

[TaToreHe3 C[] Bkrto4aeT crieayowmne OCHOBHbIE
MOMEHTbI:

@ HapyweHune dyHKumn donbpobnacTos:
YCKOpP€EeHMe DNOCHMHTE3a KonnareHa,
dopmmpoBaHne aHoMarsbHbIX KOSinareHOBbIX
BOJTOKOH.

@ TMopakeHne Menk1ux cocyaoB: obnuTepaumus
MEINKUX apTepuin, apTepuron, Kanunnspos,
HapyLleHNE MUKPOLIMPKYNALMA, HapyLleHne
CTPOEHUNSA(N3MEHEHNE TMCTOMNOMMYECKOM
CTPYKTYPbI) U DYHKLIMN NOPAXKEHHOWN TKaHMW.

® AyToMMMYyHHbIE cOBUIMM: obpa3oBaHue
ayTOaHTUTEN K Konnareny, sapam KrneTok,
9HOOTENNIO COCYA0B, MbILLLLAM.

PacumipeHHue «KycToBHAHELIEs
KATTHIUIS PRI KANMH/LIAPE

ABacKynapHkie
KamuUISpoR 30HEI
CHICKeHa

'Puc. 1. BHOMMEIe HADY IIEHHUS MHKPOLIHPKYIS IIHHA
NpH CHCTEMHON CKIepPOASpPMHH

HopmanbHblt KpOBOTOK  KpoBOTOK npu cnasme




Knaccudunkauma

« BblgenatoT cnegyowme knnHmndeckme dopmbl CCL :

1) npecknepoaepmMmnst — MOXeT ObITb AMarHOCTMpoBaHa y pebeHka C U30NMpoOBaHHbIM
deHoOMeHOM PenHo npu Hannuum cneuedduyecknx AT

2) ondpdysHaa KoxkHasa popma xapakrepmsyeTcsd CUMMETPUYHBIM YTOSLLEHNEM KOXU
nuua, TynoBuua, KOHEYHOCTEN B TEYEeHMe roga, a Takke bbICTPbIM BOBIEYEHNEM B
naTonorn4ecknim Npouecc BHyTPEHHNX OPraHoB (MHTEPCTULUMATIbHOE NOopaXKeHne
nerknx, nopaxeHue xenyaovHo-kuwe4vHoro tpakta (XKKT), mmokapga, noyek).
Ob6HapyxuBatoTcs aHTuTena Kk Tononsomepasbi-1 (Scl-70);

3) NIMMNTUPOBaHHaaA KoXXHasi oopmMa - ANUTENbHLIM Nepuog U30NMpoBaHHOrO oeHoOMeHa
PeiHo. [NopaxeHne KOXu orpaHnyYeHo y4acTkoM nuua v kucten / cton. OgHUM u3
BapuaHToB sBngetcsad CREST-cuHapom (NogkoXHbIN KanbuUMHO3 (calcinosis),
¢peHomeH PeirHo (Reynaud phenomenon), HapyLleHe MOTOPUKM NuLLeBoaa
(esophageal motility disorders), ckneponaktunusa (sclerodactyly) n TeneaHrnskrasuu
(teleangiectasia). BbisiBnsaoTca aHTULEHTPOMUPHN aHTUTENA;

4)cknepooepmusi 6e3 ckrnepoagepmbl — BUCLiEParnbHblE (DOPMbI,U3MEHEHNS KOXN
MUHUMabHbI(NPU3HAKN NerodHoro ndposa, OCTPor CKNepoaepMmUYECKON NOYKH,
nopaxeHusa cepaua n XKKT. BeissBNATCA aHTUHYKNeapHblie aHTUTena

5) nepekpecTHble dopMbl (overlap-syndromes) - XxapakTepHO coveTaHNe KINUHUYECKUX
npuaHakoB CC/[l ¢ apyrummn ayTOMMMYHHbIMW 3abonesaHusimu, Hanpumep CC[L n

peBMaTONAHbIA apTpUT U T.4.);



BapuaHTbl Te4eHUs:

_ OcTpbiit, BLICTPONPOrPECCUPYIOLLINI - XapaKTepuayeTcsa pa3BUTUEM
reHepanunaoBaHHOro nbpo3a KoXn U BHYTPEHHUX opraHoB (cepaua, Nerkux,
noYek) B Te4eHne nepsbIX ABYX NET OT Ha4Yana 3aboneBaHns;

| MopocTpbiil, yMepeHHO NporpeccupyoLLee - NpocnexueaeTcsa npeobnagaHne
NPM3HAKOB UMMYHHOrO BOocnaneHus (NoTHbIM OTEK KOXWU, apTPUT, MUO3NT),
YyacTble overlap-CMHAPOMBbI

| XpOHUYECKUin, MeaneHHO NPorpeccupyowuni - oTnmdyaeTca npeobnagaHnem
COCYOMCTOM NaTonornn: B Havane 3aboneBaHnsa - MHOrONeTHUN CUHOPOM
PenHO ¢ nocTeneHHbIM pa3BUTUEM (MMMUTUPOBaAHHAA doopma), pOCTOM
COCYAUCTbIX ULLEMUYECKNX PACCTPOMNCTB, BUCLIEPASIbHOM NaToorum
(nopaxeHune XXKT, neroyHasi runepTeHsmns). <
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Craguu CCO1 | BT
| - Ha4anbHasa: cuHgpom PenHo, cycTaBHOW CUHAOPOM,
NOTHbLIN OTEK KOXW;

|| - cTagms reHepanusauun: oTobpaxaeT CUCTEMHbBIW,
NOIMCUHOPOMHBIN XapaKTep npouecca;

Il - TepMnHanbHasA: HegOCTaTOMHOCTb OYHKLNK
OpraHos.

Mo KNNMHUKO-NabopaTopHbIM NoKasaTensM BblAensawoT
BOCMNanMTENbHOro npoLiecca.

MapameTpbl knaccudukauum BaxkHbl A1 ANAarHOCTUKK, BbiOopa TepaneBTUYECKOM
TaKTUKN W OnpeaeneHns NporHo3a.

CTEeNneHN aKTUBHOCTU




KnuHuyeckasa KapTuHa

* B nebroTe cucteMHom
cKriepogepmMum y 60sbHbIX
MO>XHO NPOAOSTKUTENBHO
HabnogaTb N30NMMPOBaHHbIN
cuHapom PenHo. OTmevatoT
NoTepo Macchbl Tena, crabocTb,
CHUXXEHME TONEPaHTHOCTHU K
domaundeckon Harpyske. OcTpoe
Ha4asro 6onesHu
XapaKkTepusyeTcsl NOBbILLEHUEM
TemMmnepatypbl Tena, y YacTtu
BOSIbHbIX - BbICOKOW NTMXOPaaKoMW.




[TopaxeHue KoXwu

° KoXHbIi CMHOPOM Ha6J'IPO,EI,alOT npakTu4ecCkn y Bcex 6onbHbIX. OH urpaet seayLlyro posib B TOYHOM OMAarHOCTUKeE.

BblaensatoT 3 cTaganm KOXHOro nopaxxeHums:

OTek = UNHaypauma = Cknepos

| CTaansa oTeKa — MNoSABMEHME Ha KOXe Y4aCTKOB COCYAMCTOro crasa, NATEH C XapakTepPHbIM NNITOBbIM
BEHYMKOM MO nepudepumn.

| CTagna nHaypaumm — yTOMLEHNE KOXN TECTOBUMAHOW KOHCUCTEHUMEN. LIBET cCTaHOBUTCA BENO-XKENTbIM,
BOCKOBUAHLIM, MOXET npuobpeTaTb OKpacKy CITOHOBOW KOCTW.

| CTaguma ckneposa u aTpocmmn — nepsoHajvabHO KOXa CTaHOBUTCS MIIOTHOW W YTOMNLLEHHON, MMeeT
XapaKTepHbI brieck, )enToBaTyto okpacky; o3xe Koxka UCTOHYaeTcs, MpuobpeTaeT nepraMeHTHbIN
BWA, CTAHOBUTCS HEPaBHOMEPHO OKpaLLEHHOM, Cyxoi. CKBO3b UCTOHUYEHHYIO KOXY NMPOCBEYMBAIOT
NOOKOXHbIe cocyabl, popMMpys cCBOeobpasHbii COCYANCTbIA PUCYHOK. B MecTax KOCTHbIX BbICTYNOB
KOXa N3bA3BNAETCS, Pa3BMNBaoTCA rpybble Tpoduyeckne HapyLLEeHNs, TPELUHbI C BTOPUYHBLIM
NHULMPOBAHUEM.

Puc. 1. MnoTHeli oTtex kwicTe it (cxknepogema) — paHHMA
MPU3HAK CHCTEMHON CKnepoaspMum




B 3aBMCMMOCTU OT pacnpoCcTPaHEHHOCTU U XapaKTepa NopaXkeHusl
BblOENAT HECKObKO BaPUaHTOB KOXHOIO CUHApPOMa npu
CUCTEMHOWN CKNepoaepMmnn y aeTen:

« CucteMHas cknepogepmust ¢ AMddy3HbIM NopaxeHnem
KOXXM — ObICTpOe ToTanbHOEe UHAYPATUBHOE MOpaXKeHUe KOXHOro
nokpoBsa. Npu nopaxeHnn KoXxu TyrnoBuLLa Y AETEN MOXET
NOSIBUTLCS OLLYLLIEHME «KOPCEeTa» UM «NaHUbIpsi», B HEKOTOPbIX
cry4asix orpaHMuYnBatloLLEe SKCKYPCUIO rPYOHON KNETKM.

* [lpn akpoCKNepoTMYECKOM BapmaHTe CUCTEMHOM CKrepoaepMmnm
B NepBYy0 odepeab nopaxarTca AUCTalnbHble OTAenNbI
KOHEYHOCTEN (KUCTU PYK, pexe cTonbl). TUNnn4YHble
CcKnepogepmMmyeckme N3MeHeHNa KOXn nmua npuBoasaT K
BbliNaZeHno pecHul, 6poBei, BO3HMKAKOT MackoobpasHOCTb
nuua, rmnoOMMUMUS; UCTOHYAKTCA YLLUHbIE PAKOBUHbI, HOC («NTUYNK
HOC»), ry0bl, 3aTpyAHEHO OTKPbIBaHME pTa, BOKPYT KOTOPOro
OPMMPYHOTCA MOPLUMHBI («KKUCETHBIN» POT).

* [lpokcumanbHaa goopma CUCTEMHOWN
CKIiepogepmMummn — nopakeHne KoXxum TyrnosuLLa u
NPOKCMMaSibHbIX OTAENI0B KOHEYHOCTEN BbIlle MNACTHbIX U
NSIFOCHEBbIX CYCTaBOB.

« [emucknepooepmmss — nopaxkeHne 0gHOM KOHEYHOCTU U
OOHOCTOPOHHEE NOopaXXeHne TyrnoBuLLa N OOHOUMEHHbIX
KOHEYHOCTEN, MHOrAa C pacnpocTpaHeHnemM o0bnacTn NopaxxeHus
Ha KOXY LUeun 1 NoIOBMHbI NMLA;NPUBOANT K MHBanNMaunsaumm
pebeHka.

* ATunnyHas popma CUCTEMHOWN CKIlepoaepMumn — CTEPToe nnmn
o4aroBoOe rnopaxeHme KOXW.

« TeneaHrnaktasum (NokanbHble paclUMPeHNsa Kanunnsapos U
MEITKMX COCY0B, HEPEeAKO HanoMnHarLme 3BE3004KN)
XapaKTepHbl ANs CUCTEMHOW CKNepoaepMnn ¢ OrpaHNYeHHbIM
nopaxxeHnem Koxu, nx obHapyxmsatoT y 80% 60nbHbIX B
NO34HUX CTaAnAX pasBUTUA 3aboneBaHus.




CuHnapom PenHo

crnasmMm MeJiIkKmx
Habniopaetcs y 75% GOnbHbIX . @PTEPHI1 KMCTH
FOBEHUINbHOM CUCTEMHOWN CKnepoaepmMuen
n npeacraenseTt cobon peHomeH
TPEXJa3HOro N3MEHEHMUs LiIBETA KOXMU
nanbLeB pPyK, pexe pyK u Hor (B
OTAENbHbIX cny4vasix KoH4YMKa Hoca, ryo,
KOHYMKA S3blKa, YLLHbIX PAKOBWH),
00yCnoBfEeHHbIN CUMMETPUYHBLIM

napoKkcn3mMalibHbIM Ba30CNa3mMomM.
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cuHgpom PeliHo 3ZopoBas pyka

B nepBon case oTmevaeTcda nobnegHeHue,

CyxeHHe cocynos
KOXW, BO3HMKAET YyBCTBO MNOXONOAaHUS b o e el
NN OHEMEHWS; BO BTOPOU (pase | m3MeHeHHe IBeTa
Pa3BMBAETCS LMaHO3, a B TPETbEV - 4 npgEINs
NoKpacHeHWe narbLEB C OWYyLWEHNEM @
Xapa, «non3aHnsa mypatlek,
6ONe3HEHHOCTH.

[Mpy onNuTenLHO

COXpaHsoLLEMCS CMHOPOME

PenHo HapacTtaet dnbpos, oTmevaeTcs
YMEHbLUEeHNE 00 bEMAa KOHLEBbLIX hanaHr
nanbLeB, BO3MOXHO MNOSBNEHNE S13B HA UX
KOHYMKaxX C nocnegyrowmnm pybueBaHmEM,
a B OTAESbHbIX CryYasix — pa3BuUTne
raHrpeHbl.




[MTopaxeHMe onopHO-ABUraTesibHOro
annapara

CycmaeHblIt CUHOPOM MOXET ObiTb OOHUM U3 PaHHUX
NPWU3HAKOB CUCTEMHOW CKIIEPOAEPMUMN.

BbiOensoT Tpy ero 0OCHOBHbIX BapuaHTa:
*  nonuapmparnauu;

*  cknepodepmuyeckul nonuapmpum c npeobnagaHnem
aKccygaTMBHO-NponugepaTUBHbIX NN gomnbposHo-
NHOYPATUBHbIX U3BMEHEHUIA;

*  niepuapmpum (nHorga 6e36oneBon) ¢ pa3BUTUEM
KOHTPaKTyp BCreACTBME BOBIEYEHMSI B NATONOMMYECKNI
npouecc NepnapTUKYNApHbIX TKAHEN.

lMopaxeHue kocmeli — pe3opbLmst KOCTHOW TKaHU

—  OCTEONM3MUC HOITeBbIX panaHr (kpamHe peako
pe3opbuna rpyaunHbl, y4eBOM N JTOKTEBOW KOCTN)

—  CBsI3a@aHbl C COCYaAUCTO-TPOpUYECKUMH
HapyLeHUaMH

KanbuyuHo3 Msi2Kkux mkaHeu

aBnsieTcs coctaBHom Yactbto CREST-cMHapoma (kanbunHo3
+ cnHgpom PenHo + a3odgarut + cknepogaktunus +
TeneaHrnaktasmm). Kanbumim otknaabiBaeTcs
npeumMyLLecTBEHHO B 00racTu nanbLeB pykK U
nepuapTUKynNapHO B BUAe Gernbix o4aros,
NPOCBEYNBAOLLMX CKBO3b KOXY (CMHOPOM Tnbbepxa-
BencceHbaxa).

Muo3um uHmepcmuuyuanbHbIl NN NONIUMUO3NT C
pa3BUTUEM aTPOUM MbILLEYHBIX BONTOKOH

—  MblWeYHble 60nn 1 MbllevHas crnabocTb

KanbLuHO3 - OTNOXEHHA KaNbUMA B KOXeE )

®eHoMeH PeiHo - cnaam ‘\"“
" il
-
-

KPOBEHOCHIX COCY/0B
B PE3KLMM Ha XONOA MM CTpecC

oy
[IMCYHKUMS NHLLEBOAIA - KUCNOTHBIA PednioKC ) F /

M CHYXEHWE MOTOPUKK NULLEeB0aa

CKNepoakTHNKA - YTONWEHKE U CTArMBaHKE

KOXW Ha NanslaX ¥ KWCTAX PyK

TeneaHruaKTasng - pacluuperue
Kanudnnapoe ¢ nosAeneHueM
KP2CHbIX OTMETWH Ha KOXe

OrpaHuyeHHbie CUMNTOMbI cxheponepmun
unu cuHapom CREST

{ f\: - . -/,/
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[MopaxeHue XKT

« JO30darut
— Aaucdharuns HopmanbHbiii
nmuieesoj =
— pedoritoKkc-33odaruT
— Ha R-ckonun ¢ 6apunem
andpdpysHoe paclumpeHue
nuwieBoaa, Cy>XeHNe B HUXHEN

1/3, ocnabneHne
nepucTanbTUKK

e [lvoOEeHWUT, SHTEPUT. KOAUT
— HapymeHme I'IepI/ICTaJ'IbTVIKI/I

— HapylweHune BcacblBaHUS —
cuHagpom manbabcopbuum

— paclUMpeHne NpPoCcBeTa KULLKK,
cTas coaep>KMMoro,
ancbakTepmos

— B3OyTue XuBoTa, 6o5m, 3anopel,
BMMOTb OO KNLLEYHOWN
HENpPOXoAMMOCTU NNn gnapes

330darnt —|




[TopaXeHune noyvek

« (QOcTpag HedponaTug

— WcTuHHasa cknepogepmMuyeckas
Noyka — reHepann3oBaHHoOe
nopaxxeHne apTepuor noYeku
pa3BUTNE KOPTUKATNbHbIX
HEKPO30B

— OcTpbInt noyeydHbIn kpua (ONNH):
OSfIUroaHypud, NPOTEUHYPUS,
3rniokadyectBeHHasa Al,
peTuHonaTusi C KPOBOUINMUAHUAMM
N OTEKOM COCKa 3pPUTENBHOIO
HepBa, aHuedanonaTus

« XpoHu4veckad HedponaTus

— [NopaxeHne cocynos knyboyKkos,
KaHanbLeB N CTPOMbI MOYeK

— CumMmnTOoMaTMKa XPOHNYECKOro
rmomepyrioHecputa —
NPOTEUHYPUSA, MUKpOremMaTypus,
Al, cCHMXeHne ckopocTu
knyboykoson dounestpaumn, XIMH




[lopaxeHune gpyrux opraHoB

 OpraHbl AblXxaHUs

dbnbpo3unpyromm anbBeonuT, AN dy3HbIN
NHeBMOGMOPO3, neroyHas runepTeHsns. KnuHmka
— OfAblLWKa, HEMPOAYKTUBHLIN Kallesb npu
domnanyeckom Harpyske, aycKkyristaTUBHO
Kpenutaums

« Cepaue
KapAMOCKNepo3, KapanoMeranums, aputMmu,
BHe3anHaa cCMepTb, cepaeyHasi He4OCTaTOYHOCTb,
cknepoagepmMmuyeckuin nopok — HMK

« HepBHag cuctema

nonimHenponatus (6onn B KUCTAX N cTonax,
HapyLleHne YyBCTBUTENbHOCTU B BUAE rmnep u
FMMNOCTE3NN, CHUKEHUNE CYXOXUMbHbIX
pednekcoB), TPUreMeHunT (BocnaneHmne
TpOWMHNYHOro Hepsa).Jlokanusauma oyara
cknepogepmMmn Ha ronoee(«yagap cabneny») MoxeT
COMpPOBOXAATbCSA CYAOPOXHbLIM CUHOPOMOM.




IlnarHocTuka

[narHoctunyeckune Kputepum AMepmKaHCcKou
peBmMaTtoriorndeckomn accoumnaumm (1980)

| «bonbLwon» KpUTepUn: cKrepogepmMmmnyeckoe nopaxeHume
KOXW TyrnosuLLa (NpoKcuMarbHasa cknepogepmums).

| «Marnble» Kputepumn: ckriepoaakTunms, pyoubl Ha
noaylledkax nanbueB, CUMMETPUYHbIN Ba3anbHbIN
NMHEBMOCKI1EPOS3.

[lnarHos cnctemMHom cknepogepmMmmm goCToBepeH npu
HanM4nn o0Ho20 «boIbwo20» U 08yX «MalbiXy
Kpumepues.




JlTabopaTopHble AaHHble

JTabopaTtopHble nccrnegoBaHns UMEKOT
OTHOCUTENbHOE AMarHOCTU4YEeCKoe
3Ha4YeHne, HO NOMOratoT OLIEHUTb CTEMEHb
aKTMBHOCTU, (PyHKUMOHANbHOE COCTOSHNE
HEKOTOPbIX BHYTPEHHUX OPraHoB.

*  KnuHuyecknm aHanms KpoBu. YBennyeHue
COQ3, yMepEHHbIN TPaH3UTOPHbLIN
NEeNnKoLunTos n/mnm 303MHoununto
oTmevatoT nuuwb Yy 20-30% OOnbHBbIX,
NO3TOMY MX UBMEHEHNSA HE Bceraa
KOPPENUPYIOT C aKTUBHOCTbLIO BOMNE3HM.

e OOWWKM aHanM3 Mmo4u, aHannu3 Mo4m rno
3nMHuuKomy, Npoby Pebepra BbINOAHAIOT
NPy NOAO3PEHUN HA NOPaXeHne
NoYeK — BbIABMNAKT YMEPEHHbIA MOYEeBOM
CUHAOPOM, CHUXeHNe punsTpaLMoHHOU K
KOHLIEHTPAUMOHHOM PYHKLMI NOYEK.

* Bunoxmmmyecknn aHanms KpoBw.
[MneprnpoTenHemMuio, rnaBHbIM 0b6pasom 3a
CYET MOBbILLIEHNA dpaKLMK ramma-
rnodynuHoB, otMe4vatoT Y 10% OOnbHLIX.




MIMMyHOnormyeckmne nccnegoBaHus

« CopgepxaHue cblBOPOTOYHOro MMyHornobynuHa G nosbiweHo y 30%, C-
peakTnBHoro 6ernka — y 13% 60nbHbIX OBEHUITBHOWN CUCTEMHOMN CKNEPOAEPMUEN;
peBMaTonaHbIn pakTop BbIABMAAT Y 20% 6051bHbIX CUCTEMHOM CKNEPOaEPMUEN,
AH® (4awle romoreHHoro, Kpan4datoro ceedeHns) — y 80% OOnbHbIX, YTO
CcBMOETENbLCTBYET 06 aKkTUBHOCTU 3aboneBaHust U Hepeako onpeaensieT Bbibop 6onee
arpeccmBHOW Tepanuu.

« Cneuudonyeckne ans cknepogepmum aHtutena — Scl-70 (aHTUTONON30OMEpPAa3HbIE)
BbiaBnsieT y 20-30% OeTten ¢ CUCTEMHOW cKrnepoaepMuen, Yawle npu audgysHou
dopme 3aboneBaHusi, aHTULEHTPOMEPHbIE aHTUTENa — NpUMepHO y 7% aeten npu
NMUMUTUPOBaAHHON pOpPMeE CUCTEMHOWN CKINepoaEPMUN.




MHCTpyMeHTanbHbIE
nccrieqoBaHus

OnopHo-gBuratenbHbIM annapar:
— peHTreHorpacdus cycTaBoB;

—  OMI ans oueHkM cTteneHn NopaXKeHus
MbILLIL,.

OpraHbl gbIXaHus:

— uccnegoBaHne OYHKLUN BHELLIHETO
ObIXaHUS;

—  peHTreHorpadus rpyaHon KNneTKu;

— KT BbIcokoro paspelueHus (no
NMoKasaHnsaMm).

CepaoeyHo-cocyagucTas cuctema:
—  OKT;
—  OXoKT;

— MoHuTopupoBaHue IKI no Xontepy (no
NoKasaHnsM).

YKenyaoo4yHo-KULWEeYHbIN TPakT:

— KOMporpamma;

— Y3/ 6prowHOM NOMOCTH;

— peHTreHorpadumsa nuwesoaa ¢ bapuewm;

— 930(paroracTpoayoaeHOCKoNus;

— PEKTO- M KONOHOCKOMNMUS (N0 NoKasaHUsaM).
HepBHas cuctema:

— 9neKTpo3Huedanorpadus;

— MPT ronosHoro mo3ra (No nokasaHusim).




OunddepeHumnanbHas
ANnarHocTuka

« [nddpepeHumnanbHyo gMarHoCTmKy
CUCTEMHOW cKnepoaepmMun cneagyer
NpoBOAMTL C ApYrumm 3aboneBaHnUsMun
ckrepogepmMmnyeckoun rpynnoi:
orpaHU4YeHHOW criepogepMunen,
CMeLlaHHbIM 3aboneBaHneEM
COE€AMHUTENBHON TKaHW, CKIlepoaepmMon
byLwike, anddy3HbIM 303MHOPUNBLHBIM
doacummToMm, a TakKe C FOBEHUNbHbLIM
peEBMAaTONOHbLIM apTPUTOM, FOBEHUSTbHBIM
0epMaToMnUO3UTOM.

« CknepoaepmMonoaodbHbie NBMEHEHUST KOXU
MOryT HabnogaTbCa U NP HEKOTOPbIX
HepeBMaTU4eCKnx 3aboneBaHnAaXx:
JoEeHUITKETOHYPUN, NPOrepumn, KOXXHOM
nopdpunpun, anabete u T.4.




JleyeHnue

Llenu neyeHus:
- NpodonnakTnka n nevyeHne cocyamncTbiX OCMOXHEHUN;
- noaaBrieHne nporpeccupoBaHmnst pmndbpoaa;
- BO3OeNCTBMe Ha UMMYHOBOCNAaNUTeNbHble MEXaHU3MbI,
- NpodonnakTnka n nevyeHne nopaxeHnsa BHyTP.OpraHos.




B kauecTBe 6a3MCHOMU Tepanuu UCNONb3YyHOT:

° INMIOKOKOPTUKOCTEpPOUADI;
* aHTU(pNOPO3HbLIE NpenapaThbl;
* LMUTOTOKCUYECKUe cpencTBa

[Mpy HAaNU4YMM KNNHNYECKNX U NabopaTopHbIX
NPM3HaKOB BOCNASINTENBbHON U
NMMYHOMNOIMMYECKON akTUBHOCTU B PaHHIOKO
doasy CMCTEMHOU CKIlepoaepMum rnokasaHsol
rMIOKOKOPTUKOCTEpPOUAbI: NPEaHN30NOH UIn
METUIINPeaHN3arnoH B cpegHnX go3ax
15-30Mr/cyT ¢ nocneayloLWwmnMm CHUXKEHNEM.

[ MFOKOKOPTUKOCTEPOMAbI NO3BONAKOT
cTabnnnanpoBaTb KOXXHbIW NpoLecc,
KynnpoBaTb NPOSABIEHNSA apTpuUTa, akTUBHOIO
MMO3UTa, ceposuTa, anbeeonuta. lNpu
BblpaxxeHHOM (hnbpose, B NO34HIOK CTaauto
BGonesHu, rMIKOKOPTUKOCTEPOMObI HE TOMBKO
He3a(PEKTUBHbLI, HO U YCUNTNBAIOT
CKI1lepOoTMYeCKne npoLeccol.

MimetoTca coobLeHns 06 3dhEKTUBHOCTM MyIbC-
Tepanun 'K B ne4yeHnn nero4Hom runepTeHsnu,
00yCcnoBNeHHON NOPaXeHNeM COCYOOB JTIENKUX.
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AHTN(PNOpPO3HaA Tepanusa NnokasaHa Ha paHHEN
ctaaun gndodysHom popmbl CCL.

D-neHULUMNNaMMH - ocHOBHOM npenapart, No4aBNALLNN pa3BuUTme
dunbpoaza.

D-neHnumnnamuH HasHavaetcs BHYTpb no 250-500 mr / cyT. AHTUHNBpO3HOE
AencTBmne peanunayetcs npu gnmtensHoMm (He MeHee 6-12 mec.) neyeHun,

KOTOpOE NpOoLOomKaeTCs Npy OTCYTCTBUM NOBOYHBIX peakunin, B TedeHne 2-5 @E Kynpenmun® ‘
ner. | 1

OcHoBHble NOBO4YHbIE ahdeKTbl D-NneHnUUnNamMmHa: annepruieckne peakumm, _
remaTo, Hepo- 1 renatoTOKCUYHOCTb. BO3MOXHO pa3BuTue MnmacteHun, e
BON4YaHO4YHONOAOBHOro CUHApPOMA.

100 rat6rerox / /

Penicillaminum
Nennynnnammn

f;
Tabnerku ’/ 4
TNOKPbITbIE y

[pyrne npenapathbl, MMetowme bonee cnabyo aHTUPUOPO3HY AencTBume |: Y

£l

Mapekacon - skctpakt Centella asiatica. MpenapaT MHIMBMPYET CUHTE3S
KonnareHa v gpyrmx KOMNOHEHTOB CoeAMHUTENbHON TKaHW. HasHavyaeTca no
10 Mmr Tpu pasa B A€Hb NN B BUAE Ma3n Ha obnacTtb 3B B TedeHue 1-3-6 mec.

YHUTUON kak goHatop SH-rpynn npensaTcTByeT CO3peBaHuIo KonnareHa u
GdunbposoobpasoBaHus. MNpumeHsaetca 5% pacteop no 5-10 mn

BHYTPUMbILLEYHO, KypcC 20-25 nHbekuumn ABaxabl B rog. fume
5% PACTBOP Ans pE’:jprP?/ll:AbluJE‘%HOFO
n NoakoxHoro BBE[IEHUA
ANyUndOH nveeT ymepeHHbIit aHTUMGPO3HUIA, MPOTMBOBOCNANNUTENBHOE crimmre 10 S u
N UIMMyHOKOppUrnpyoLmin acpdexT. MpumenstoT gosel no 0,1-0,2 r Tpu pasa B B it
CyTKu unu 5% pactsop no 4,0-5,0 M BHYTPUMBILLEYHO. T

i
N3 opyrnx MeamkaMeHTO3HbIX CPEACTB, MMEKLWMNX NOTEHLMANbHYO

BO3MOXXHOCTb NpensiTcTBOBaTb (hMbp0o3006pas3oBaHUs, MOXXHO OTMETUTb

KOSTIXUUYUH, UUKITOGheHUIT U peKOMOUHaHMHbIU eaMMa-UHmMepghepOH.



LinToTOKCHMYecKkmne cpeacrTBa

CHMXaKOT KITMHN4Yeckmne na6opaToprle npun3Hakn MUMMYHHOIo BoCnasneHuA.

MpumeHsaoT Ha paHHen (BocnanutenbHon) ctagumn CCL n npu BbICTpo
nporpeccupytoLLem TedeHnn 3abonesaHns NpU HaNUYUM OTYETINBBIX
MMMYHOMNOIMMYECKUX HapyLUEHUN U MPpU OTCYTCTBUM adpdpeKkTa unm
HenepeHocumocTn 6asncHon Tepanuu (D-neHnymnnamuHa)

Lunknodocchamuag — LUMTOTOKCMYECKMI NpenapaT 13 rpynnbl
ankNNUpyrLmMx areHToB, npenapar Bolbopa Ans nevyeHuns
MHTEPCTULMANBHOIO nopaxeHusa nerknx, andpdysHon qopmMbl FOBEHUITEHON
CUCTEMHOM CKepoaepMmn BbICTPONPOrpeCCUPYIOLLErO TEYEHMS.

MeToTpekcaT 3 EKTUBEH B fle4eHMN paHHEN (<3 NeT OT Havana
3abonesaHus) Onddy3HO CUCTEMHON CKNepoaepMum npu NOAKOXKHOM
BBEAEHUM N Npuéme BHYTpb. MeToTpeKcaT nokasaH npu BblpaXXeHHOM
NnopakeHnn CyCTaBOB, MblLLL,, NEPUAPTUKYNSPHbLIX KOHTPaKTypax,
pacnpocTpaHEHHOM MOPAXEHUN KOXM.

CniegyeT C OCTOPOXHOCTbLIO Ha3Ha4YaTb MeToTpeKkcaT AETSAM C XPOHUYECKMMMU
ovaramu MHAEKLUUM, BPEMEHHO OTMEHATL Npenapar Npu BO3HUKHOBEHWUM
NHTEPKYPPEHTHbIX 3aboneBaHnin. JledeHne METOTPEKCATOM NPOBOAAT He
MeHee 2 net. Heobxoanmo npoBoaUTb MOHUTOPUHI BE30MaCHOCTU NeYeHus,
KOHTPONUpYs exxekBapTanbHO reMmorpaMmmy, bMoxmmmyeckne nokasarenm
OYHKLMIA neYeHn.

LIMKnocnopuH ncnonb3yoT B NTEYEHUM CUCTEMHOM CKIEPOAEPMUN, OAHAKO

noTeHumanbHas HePOTOKCMYHOCTb OrPaHNYMBAET LLUMPOKOE NPUMEHEHNE
npenapara B KNMMHUYECKOW NpaKTuKe

Endoxan® 500 ™
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Koppekuunsa HapyweHnu
MUKPOLMPKYNALNN

cnonb3yoT npenapatbl pasnnyHbIX rpynn — Ba3ogunaTaTopsl,
gesarperaHTbl, NpyU HEOBXOANMOCTN — aHTUKOArynsHThHl.
[TokaszaHua K HazHa4YeHUto — cMHapom PenHo u ero
OCJITOKHEHUS (MLLEMUSA, HEKPO3bI), NErovHasi, novyeyHasd
MNepPTEH3US.

* bBnokaTtopbl KanbUMeBbIX KAHANOB NPMBOAAT K
YyMEPEHHOMY, HO JOCTOBEPHOMY YMEHbLUEHMIO YaCTOThl U |
TSHKECTU NpUcTynoB Basocnasma. [Noadop Ao3bl 6Gnokatopos
KanbLUWEBbIX KaHaMNoB Yy OETEN OCYLLECTBSAOT C YY4ETOM
NHONBUAYaANbHON NEPEHOCUMOCTU, BO3pacTa 1 MaccChl
pebeHka. [NMpenapaTbl KOPOTKOro AeNCTBUA — HUMEONNUH,
npenapaTbl NPOSIOHIIMPOBAHHOIO 4ENCTBUS —— HUAEAUMNUH
(kopuHap petapa), amnoannuH (Hopeack), HasHa4YeHne
KOTOPbIX NPeanoYTUTENbHEE.

* WNHrMOuTopbl aHrMOTEeH3NH-NpeBpaLlaroLwero chepmeHTa /
(AlN®d) — kanTonpun unmn saHananpun HazHa4varT OONbHLIM C
NCTUHHOW CKITepOaEePMUYECKON MOYKON,
COMpOoBOXAalLLEeNCs BblpaXXeHHON Ba3OKOHCTPUKLINEN U
apTepuarnbHOM rMnNepTeH3nn. o s e

e CenekTMBHbLIN MHFMOUTOP ObOpaTHOro 3axsaTa e e e wnerie
CepOTOHUHA — KeTaHCepWH nokasan agoeKkTUBHOCTb B bzl ¢
OTHOLLEHUU NneYeHunst cnHapoma PeinHo B nnauebo-

KOHTPONMpYeMbIX UCCreLoBaHNAX Y B3POCTbIX.

I
Kopunthap perapp



MecTHOE NneyeHne CUCTEMHOM
cknepoaepmMuu

* HapyXHO npuMeHsIoT annnnkauum
20-30% pacTtBopa
anveTuncynbdokcunaa ¢ -
nobasneHnem =l |
COCYA0PaCLUNPSOLLNX, s J
NPOTMBOBOCNANUTENbHbLIX CPEACTB [umekcHa
Ha NOPAaXXEHHbIE YYACTKN KOXM.
[1na BBeoeHUs npenapaTtos
ncnonb3yrT poHodopes.
[MpumeHsaT Masun, cogepXxallme
KOPTUKOCTEPOUAI,
METUNNPEaHN30NoHa auenoHar
(agBaHTaH), MOMETA30H (3510KOM);
Ba30TPOMHbIE Npenaparhbl -
renapuvHoBasi Ma3b, TPOKCEPYTUH
(TpokceBasuH); cpeacTea Ans
ynydweHnsa TpPogonKn TKaHew -

Aumexcun
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HemMeamnkameHTO3HOE rneyeHue

* BbonbHbIM NOKa3aHbI
dousmoTtepanus,
banbHeoTepanusa,Maccax u
ne4yebHasa pusKyneTypa,
KOTOpble CNOCODCTBYIOT
nogaep>xaHuto
dYHKUMOHAaNbHbIX
BO3MOXXHOCTEWN OMNOPHO-
OBuratenibHOro annapara,
YKPEMNMNEHMIO MbILLIL,
pacLUMpPeHUo amnnTyabl
OBWXEHUW B CyCcTaBax,
NPENATCTBYIOT HapacTaHUto
crmbaTenbHbIX KOHTPAaKTYP.




[lporHos

[MPOrHO3 B OTHOLLEHWUU XU3HU Y OEeTEN C CUCTEMHOW CKNepoLepMUEN 3HAYUTENBHO
bonee bnaronpusaTeH, 4em y B3pocribiX. CMEpPTHOCTbL Y AEeTEeN C CUCTEMHOWN
cknepogepmmen B Bospacte Ao 14 net cocrtaenset scero 0,04 Ha 1000 000
HacerneHud B rog. [NatuneTHAaa BbXKMBAaEeMOCTb AeTen C CUCTEMHON CKriepoaepmMunen
coctaBnseT 95%. [NpnunHbl neTanbHOro ncxoga - Nporpeccupytowasl cepaedHo-
nerovyHasi He,OCTaTOYHOCTb, CKINepoaepPMMUYECKUA NOYEYHbIN Kpn3. BO3MOXHbI
dopmMmpoBaHmne BbipaXXEHHbLIX KOCMETUYECKNX AedeKkToB, MHBaNnan3auuns 60sbHbIX B
CBA3U C HapyLwleHnem (PyHKLMN ONOPHO-ABUraTenbHOro annapara v passutmem
BUCLeparnbHbIX MOPaXXeHUM.

MpodmnakTuka

[Mpodomnaktnka CCL BkntoYaeT BbiiBNIEHNE TaK Ha3blBaeMbIX (0AaKTOPOB
puUcKka 1 Tex, KoMy yrpoxaet ata 6onesHb, NnpoBeaeHne akTUMBHOW BTOPUYHOM
NpodnnakTuku 06OCTPEHUS N reHepanmn3aunm CKnepoaepMmnyecKoro npoLecca.
[MpaBUNbHOE N CBOEBPEMEHHOE fledeHne yny4llarT NporHo3 3abonesaHuns B
LieSTIoM.



Cnacu6o 3a enumami
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