[lepmaToMno3nT

(dermatomyositis; aepmato- + MMO3UT; CUH.: BarHepa
6one3Hb, BarHepa-YHdeppuxTta-Xenna 60n1e3Hb, NOJUMUO3NUT)
60/1€3Hb M3 rpynnbl KOJ1areHo30B8, xapaKTepM3yrou4a9|c;|
CUCTEMHbIM MOPAXXEHMEM MOMNEPEYHOMOSIOCAaTON U FNaaKon
MYCKyNnaTypbl C HApYLWWEHNEM ABUTaTENbHON (DYHKLIMKU, @ TaKXe
NOpa>XeHMEM KOXWU B BUAE 3PUTEMbI U OTEKA,
NpenMyLLEeCTBEHHO Ha OTKPbITbIX y4YacTKax Tena.



« [1epMaTOMUO3UT — XPOHUYECKOE BOCMaJnuTenbHoe
3abosieBaHne KOXUN N CKENETHbIX MbILL,. DTUOI0rUS
HEN3BECTHA.

« [1OAMMUNO3NUT XapaKTepPU3yeTCs Nnopa>keHneMm oAHUX TONbKO
MblLlL, 6€3 BOBSiIe4eHNs B NMPOLLEeCcC KOXU. MbllleYyHble
HapyLUEeHUs XapaKTepusyrTcsa c1aboCTbio NMPOKCMManbHbIX
MblILLL, MHOrAA conpoBoOXaaruwenca 60/1e3HEHHOCTbLIO, B
nosaHme Cpokn — atpoduen. BoesneueHne B
NaTONIOFUYECKMIN NPpOoLECC MbILWL MOXET npeallecTBoBaTh
N3MEHEHUSM KOXXWN, C/1eAoBaTb 3@ HUMU UM NOSABNATLCS
OAHOBPEMEHHO, @ B HEKOTOPbIX Cy4Yasax — MpoTeKaTb
MasiIoOCMMMTOMHO (aMuonaTnyecknm AepMaToOMmMO3NT).

« [lopaXeHUs KOXWN XapaKTeEPU3YIOTCA NATHaAMM, Nany/jaMu U
61LLKaMM 3PUTEMATO3HO-DVONETOBON OKPACcKM
NpenMyLLEeCTBEHHO Ha pa3rnbaTesibHbIX NOBEPXHOCTAX, a
Tak>XXe NonKnIoaepMmnen U KanbLMHO3O0M.



« JTnonorus. flpeanonaratoT BupycHyto (Kokcakun B2)
3TUoNOrno gepmatommosunTa. lNposouupyroLwime
daKTopbl - OXNa)xaeHue, NHCONAUNA, TpaBMa,
6epeMeHHOCTb, /1IeKapCcTBeHHass HeNnepeHoCUMOCTb.
Onyxonesbin AepMaToMMo3nT HabnwaaetTcsa y 20 -
30% 60nbHbIX.

« [laToreHes: pa3HOObOpa3HbIe
MMMYHOMATO/NIOrMYecKkne HapyLleHus.
[MpeobnagaHme >xeHwuH (2:1), ABa BO3PACTHbIX
nnKka 6one3Hun (NnepexoaHbIN N KIINMaKTeEpUYeCcKnum
nepumoabl) yKa3sblBalOT Ha 3Ha4YeHue
HEWPOSHAOKPUHHON peakKTUBHOCTU. BO3MOXHO
CeEMEeNHO-reHeTn4YecKoe npeapacrnosioXXeHune.



CUMnNTOMBI, TEYEHUE.

- 3aboneBaHue HauYMHaETCs OCTPO MM NOAOCTPO C
MbILLEYHOro cnHapoma (MMacTteHus, Mmanrun), apTpasnaruu,
nmMxopaakn, NopaXKeHus KoOXXn, NAOTHbIX pacnpoCTPaHEHHbIX
oTeKkoB. B panbHenweM 6onesHb npuobpertaer
peunanBupytoLllee TeyeHue.

« [lopaxeHue ckeneTHbIX MbllL HabnwaaeTcsa y Bcex 60/bHbIX
B BUAE MUANrnUu npu ABMXEHUN U AaXe B NOKOe, npu
HaJaBIMBAHUKM U HapacTaloLwen Mbille4yHon cnabocTtu.
MbILWLbI MJIe4eBOro M Ta30BOro rnosica yrnsjoTHSAKTCH,
yBenm4nBarTCca B 06beMe, 3HaUYNTENIbHO HapyLUAKTCS
aKTUBHbIE ABUMXXeHUs, 60/1IbHOU HE MOXET CaMOCTOSATE/IbHO
CeCTb, NOAHATb KOHEYHOCTM, rO/I0BY C MOAYLWKN, YAEPXATb
ee cnas Unun CTos.

« [lpn 3HAUNTENBbHOM pacnpoCcTpaHeHUn npouecca 6onbHbIE MO
CYLLEeCTBY NMOJSIHOCTbIO 06€3ABMXEHbI, @ B TAXENbIX CaydyasX
HaXoAsaTCSA B COCTOSSHMM MOJIHOM MPOCTPaLUM.
MnacTeHUYeCKUm CUMHAPOM HE YMEHbLUIAETCH OT NPUEMA
Npo3epuHa U ero aHasjaoros.



PacnpocTpaHeHne NaToNorMyeckoro rnpoLecca Ha
MUMMNYECKME MblLLLblI BEAET K MAackoobpa3HOCTU nuua,
nopa>eHue rnoTOYHbIX MbIlWL, - K Aucdarmm, a
NHTEPKOCTaNbHbIX N AnadparMbl - K HapyLUEHUIO
ObIXaHUS, CHUXEHUIO XXU3HEHHON EMKOCTU NErkux,
MMNOBEHTUNSALMM N YACTbIM MHEBMOHUSAM.

MoXeT nopaxaTbCs rnasoaBuUraTesibHas MyckysaTtypa C
pPa3BUTUEM AUNONUK, CTpabuaMa, ABYCTOPOHHErO
NTo3a BEK U T. M.

Ha paHHUX 3Tanax 6osie3Hn MbilLbl 60/1€3HEHHbIE U
HepeaKo OTeYHble, Mo3XKe Ha MecTe NMoABEPrLnXCcs
ANCTPOMUN N MNONN3Y MbILLEYHbIX BOTOKOH
pa3BMBatOTCsad MUMOPMNOpPO3, aTpoPus, KOHTPAKTYPHhI,
pexe - KanbLWHO3.

KaibLUMHO3 MOXET TakXe HabnwaaTbCcs B NMOAKOXHOU
K/eTyaTke, ocobeHHO 4acTo Yy MOJIoAbIX JIIOAEN, U NErkKo
obHapy>XnBaeTcs Npu peHTreHoJIOrM4YeCcKoM
nccneaoBaHUN.

[lpn anekTpoMmorpapumm M3MeHEHNU HeECNELUNMDUYHBI.



« [lopakeHns KoXun pasHoobpa3Hbl
(3pnTEMaTO3Hble, Nanyne3Hble, bynnesHble
BbICbIMAaHUSA, Nypnypa, TeJieaHrnaKTasuu,
rMnepKepaTos, rmnep- n gennrMeHTaums
nT.nmn).

- B psae cnyyaeB BbiCbINaHUA COMPOBOXAAOTCH
3y/Z0M.

 BecbMa XapakKTepHO M N@aTOrHOMOHWYHO
Hannyme nepmnopbuTasibHOro oTeka ¢
nypnypHonuaosoun (reamoTpornoBon)
S5PUTEMON - TaK Ha3blBaeMble
0EePMAaTOMUO3UTHBbIE OUYKMN.



« [lonnapTpanrun Npw ABUXXEHNU U OrPpaHUYEeHune
NOABMXHOCTW.CYCTaBOB BMJIOTb A0 Pa3BUTUA
aHKMNo30B 60/1blUEN YAaCTbio 06YCNOB/EHBI
Nopa>XeHMeM MbliLlL,.

« HabntogaeTcsa nopaxkeHne Mmnmokapaa
BOCNaANTESIbHOro Uan ANCTPOPUYECKOro Xapakrepa,
4YTO NPOSABNSAETCS CTOMKOUN TaxXnkapamen u
NabunbHOCTbIO NyNbCa, apTepuanbHOU rMNOTEH3UEN,
paclwnpeHunem cepaua BNeEBO, NMPpUrnyLweHUeEM TOHOB,
CUCTOJINYECKMNM LUYMOM Ha BEpXYLUKE.
JnieKTpokapanorpadpunyeckme nsMeHeHus
BbIpa>XalTCs CHMXXEHMEM BOJibTa)xa, HapyLleHneM
BO3OyAMMOCTM M NMPOBOAUMOCTHU, Aenpeccuen
cermeHTa ST, nHBepcmen 3ybua T.

* [pn A dy3HOM MUOKapAUTE Pa3BUBAETCA TAXEas
KapTUHa cepaevyHON HeaAOoCTaTOYHOCTU. Y 60/1bHbIX
HabntogaeTcs cmHapom PenHo. lNopaxeHne nerkmux
pefiko CBSAA3aHO C OCHOBHbIM 3abosieBaHMeM, 4Yalle OHO
obycnoBsieHo 6aHanbHOM NHPEKLIMEN, K KOTOPOU
60nbHblE NMpeapacnosioXXeHbl BCIeACTBUE
TMMNOBEHTUNSALUUN NErkmx, acnmpaunm nuu
BCeaAcTBMe gncdarumu.



« XKenyao4yHo-KULEeYHbIN TPaKT BOBJ/IEKAETCH
B NpoLecc NoYTn y NonoBUHbI 60JIbHbIX.
KakK npaBuo, 0OTMe4yalTCad aHOpPEeKCu4,
60511 B XNBOTE, CUMNTOMBbI
raCTpPO3HTEPOKO/INTA, TMMOTOHUA BEPXHEN
TpeTn nuuiesoda. Bo3MOXXHO nopa)xeHue
Cin3ncTon o60sI0UKK XKenyaka u
KnweyHnka ¢ obpasoBaHNeEM HEKPO30OB, C
OTEKOM N remMopparmamu, BrnaoTb A0
TAXKenblX Xenyao4HO-KULEeYHbIX
KpoBOoTedeHnn, nepdopaunmn xenyaka,
KULWeYyHnKa;, nHorga oTMeyvyaroTcs
CUMIMTOMbI, CTUMYTINPYIOLLNE KULLEYHYIO
HEenNpoxXoauMOCTb.



« [lna nepMmaTtoMnMo3nTa NaTorHOMOHUYHbLI 2 BUAA
nopa>XeHMn KoxXXun: nanysbl FOTTPOHa U CUMMNTOM
[[oTTpOHa. Nanynbl [OTTPOHaA — 3TO
3PUTEMATO3HO-PUOJSIeTOBbIE NanyJ/ibl Ha
pa3rnbaTenbHOM NMNOBEPXHOCTU MeXdaslaHrOBbIX
cyctaBoB. CuMmnToM OTTpOHa — 3TO
CMMMeTpPUYHble PUOoSIeToBble 3pUTEMbI, MHOrAA
OoTeYyHble, Ha A0opCcasZiIbHOW NOBEPXHOCTU CyCTaBOB
KNCTEeWN, TIOKTEeN, KoeHen n MmeamanbHbIX
noabhXKeK.

[0na nepMaToMMO3nTa XapakKTepHbl TaKXe
nepnopbutanbHbIK OTEK C PUONIETOBON SPUTEMON
(rennoTpon), OKOJSIOHOITEBbIE TENNEAHIN3KTa3UN C
KOXXHOW ANCTpOUEN U PNONETOBLIE 3PUTEMBI 163,
wiewn, BerHel/I 4acTu rpyam, nned, TblslbHOW
I'IOBerHOCTl/I KUCTEN u npeuqneqmm — YYaCTKOB

KOXW, NOABEPXKEHHbIX BO34ENCTBUIO CONTHEYHbIX
NyJyen.



« JlTabopaTopHble AaHHble HecneunduyHbl. O6bIYHO
HabntoaalTCA YMepeHHbIN NEeNKOLIUTO3 C
Bbipa>XeHHoW 303nHounmnen (Ao 25 - 70%,),
CTOMKOE, XOTH U yMepeHHoe noBblileHne CO3,
rmnepramMmMmarnobynmHemmns. ImarHoCTnyeckoe
3Ha4YeHne nMerT BUoXnMmnyeckmne nccneaoBaHus
KPOBU U MOYUN U Buoncms MblliLl, 0CO6eHHO npu
XPOHUYECKOM M NOAOCTPOM TEYEHUU
(obHapy>XmBaeTcs yToNUWEHNE MbllLEeYHbIX
BOJIOKOH C rnoTepeun norepeyHom nmcyepyYeHHOCT!,
dparmeHTaumen n gucTpodumen BnJoTb A0
HeKpo3a, HabntoaaeTca 3HaunTenbHas KneTo4yHas
peakuus - ckornJieHne nMM@oLnToB,
naa3sMaTUYECKMX KJIETOK U T. A.).



* [1py OCTpOM TEe4yeHnn AepMaToMMNO3UTA
HabnoaaeTcsa KaTtacTtpodPuyecku
HapacTallLllee reHepaM3oBaHHOE
nopa>eHune rnonepevyHo-nos10caToun
MYCKYJlaTypbl BNJIOTb A0 MNOJ/IHOW
06e31BNXEHHOCTU, ABNEHNUN ANCHArnn u
an3apTpumn,.

« OTMevaeTcs obliee TAXenoe NMxopaaoyHo-
TOKCMYeCKOoe COCTOsAHUE C pa3HO0bpa3HbIMU
KOXXHbIMW BbICbINaHUSAMU. [IpUUYNHON
CMepTeNibHOro ncxoaa, KOTopbin B
HefleyeHbIX cnyvyasax HacTynaeT yepe3 3 - 6
MeC, 0OblHHO SABAAKTCA acnnpaLnOHHbIe
NMHEBMOHWUN UIN NeroYyHo-cepae4vyHas
HEeJOCTATOYHOCTb B CBA3U C THAXESbIM
MNopaXeHuneM nNerknx mam cepgua.



« [lopoCcTpoe TeyeHne oTinyaeTca UWMKANYHOCTbHO, HO
BCE XX€& HEYKJ/IOHHO HapacCrtaloT aAuHaMUA,
nopa>xXeHnmsd KoOXXn U BHYTPpEHHUX OPraHOB.

« XpoHun4yeckoe TeyeHune 3aboneBaHus - Hanbonee
6naronpmnatTHasa opMa, NpM KOTOPOW Nopa)arTcs
Wb OTAEeNbHbIE MblWwUbl. [TO3TOMY, HECMOTPS Ha
3HaunTesNibHoe 4yncsio obocTtpeHun, obliee
COCTOSIHME BOJIbHbIX OCTAETCS
YOOBETBOPUTENbHBIM N OHWN AINTENBHO COXPAHSIOT
TPYAOCrOCOOHOCTb.

* AICKNoHeHne coCTaBNAaloT MoJioAble Naun, Yy
KOTOPbIX pa3BMUBAOTCA OOLINPHbIE KaNbLUMHO3bI B
KO’e, MOAKOXHON KJfieTyaTKe, Mblluax C
dbopMMpoBaHMUEM CTOUKUX KOHTPAKTYP U MNOYTU
NOSTHOW HEMOABUXHOCTbIO 60/bHbIX.



IleyeHne gpepmaTtomMmmosnTa.

« [1pn HANM4YMKN 310KAYECTBEHHOMN OMYXOJIN ee
yhaneHune BeaeT K CTOMKon pemuccun. lNpun ocTtpom
N NMOAOCTPOM TEYEHMN MOKA3aHbI
FNTIOKOKOPTUKOUAbI B 60/IbLUNX CYTOYHbIX A03aX
(noaasndtowas ao3a npeaHmnsonoHa 60 - 80 Mr u
bonee npmn HeobxoanMocTn). Nocne AOCTUXEHUS
3 deKTa, KOTOPbIN HACTyNnaeT HECKOpPO, A03Y
KOPTUKOCTEPOMNAOB CHMXAOT 04eHb MeaJsieHHO (no
nontabnetkn kaxable 7 - 1 0 aHen), Ao
noaaepXxXusatowen Ao3bl Ha poHe aenarmnna (0,25
r), niakBenuna (0,2 r) no 1 TabneTke nocne
VXWUHA. JInwb Npn pa3BUTUN CTOMKON PEMUCCUN
NTIOKOKOPTUKOUAbLI MOrYT 6bITb MOJ/THOCTbLIO
OTMEHEHbI. TPUaMLUMHOIOH U3-3a €ro CnocobHOCTH
YCUINBATb MMACTEHNYECKUN CUHAPOM
NpOTMBOMOKAa3aH.



JleyeHne

B Tepannn coxpaHsaT cBOe 3Ha4YeHmne HecTtepouaHble
NpOTUBOBOCNA/INTENbHbIE NPEnapaThl B 06LWENPUHSATBIX
No3ax, 0CoObeHHO NMpu CHMXEHUN 03 KOPTUKOCTEPpOUAOB. B
KOMMJIEKCHOM JIEHYEHUN PEKOMEHAYIOTCS BUTAaMUHbI rpynnbl B
N ackopbunHoBasi KUCoTa.

[Mpn Bbipa>XeHHON YTOMNAEMOCTU MbILUL, MOKa3aHbl NMpPO3epuH
N ero aHasnorm B obbi4HbIX Ao3ax, AT® n Kokapbokcunasa,
MeTaHapoCcTeHOo/10H (Hepobon).

[lpn pa3BUTUMN KanbLMHATOB PpEeKOMEHAYeTCS AUMHaTpueBas
COJ1b 3TUNEHANAMUHTETPAYKCYCHOWU KUC/IOTbl, CNocobHas
o6pa3oBbIBaTb KOMM/IEKC C MOHAMM KalbLUUA U BbIBOAUTb UX
U3 opraHusMa. BBoadTt ee BHyTpuBEHHO B 5% pacTtBope
rnoko3bl (Ha 500 M rnoko3bl 2 - 4 © NnpenapaTa) KaneabHOo
B TeyeHue 3 - 4 4y unu apobHo Kaxable 6 4. Kypc neyeHus 3
-'6 AHen, nocne 7-AHEBHOro nepepbiBa KypCbl MOXHO
NOBTOPATL. [1penapaT NpoTUBOMNOKAa3aH NMpu nopaxXeHuu
noyek M nedyeHun. B nepuoa 3aTuxXaHus OCTPbIX ABJIEHUN
MOryT 6bITb peKOMeHA0BaHbl OCTOPOXXHas siedebHas
r’MMHACTUKA, MacCaXX KOHeYHoCcTeNn. B XpoHMYeckon ctaaum C
BbIpa>XEeHHbIMN aTPOPUAMU N KOHTPAKTYpPaMn NMOKa3aHbI
HacTonuymBas fiedyebHass rTMMHACTUKa U Maccax.



 [1py paHHeM neyeHUn gepMaToMmMO3NUTA
ajeKkBaTHbIMU A03aMN KOPTUKOCTEPOUAOB
y 60JIbHbIX OCTPbIM AEPMATOMNO3UTOM
HaCTyrnaeT CTOMKOe BbI3A0OPOBJIEHME.

 [1py NnogoCcTpoM TeYeHUn AepMaToMmMo3nUTa
06bIYHO yaaeTcsa A06UTbCA NULLb
peMmnccumn, noaaep>XxmuBaeMmou
NTIOKOKOPpTUKOMAAMM.

* [1py XpOHNMYECKOM AEepPMATOMUO3UTE
3aboneBaHne npmnobpeTaer
BO/THOO6pa3HOEe TeyeHMue.



[lnarHoctuka gepmatomMmmosunTa

1. bnoncusa KoXxu MOXET oKa3aTbCs Nose3HON, XOTS Yalle OHa
MOATBEPXAAET YXe CYLEeCTBYWMA AepMaTOMMNO3UT, a HE
obecneumnBaeT ero TOUYHYH AMArHOCTUKY MNPU HESCHbIX Cly4YasX.

2. AKTUBHOCTb “MbllleYHbIX” (pepMeHTOB 06bIYHO YBENYEHA;
Hanbonee cOOTBETCTBYET aKTUBHOMY TeyeHuto 3abosieBaHuns
ypOBeHb KpeaTUHHOOCHOKUHA3bI.

3. DneKTpoMmorpaMmma nopa)xeHHbIX Mol 06bIYHO BbISBASET
MaToOMOrnHo.

4. bnoncua MoxeT MMeTb AMAarHoCTUYECKY LEeHHOCTb, OAHAKO
4aCcTo M3MeHeHna HecneundudHsl. AMP-nccneaoBaHme nerko
yCTaHaBNMBaeT HanboJsiee nopa>eHHble rpynnbl MblLLLL.

5.-ToNbKO Yy oTAeNbHbIX 60/IbHbIX BbIABASAITCA UMPKYIUPYHOLWLNE
ayToaHTuTeNa, cpean KOTopbIX 4Yalle BCero BCTpedarTcs aHTu-Jo-|-
aHTUTEenNa.



« CB43aH N1 4epMaToOMUNO3UT C APYTrUMU
3abosieBaHNAMM? Y B3POC/bIX
nauneHToB C AepMaTOMNO3UTOM
HepeaKo BbIABAAOTCS
3/10KQ4yecTBeHHble 3abosieBaHud,
060CTpeHns U PEMUCCUN KOTOPbIX
OTpa)KatoTcs Ha XapakKTepe
NpoTEKaHNSA AepMaTOMMO3UTA.
[To3TOMY nauyuneHTbl C
NEePMaTOMMO3UTOM A0J/1KHbI ObITh
TwaTtenbHo obcnieaoBaHbl Ha NpeaMeT
BbISIBNEHUS APYTrNX OONE3HEMN.



CucrtemHasa ckrnepoagepmms

CREST-cuHppomMm:

C — kanbuunHo3 koxun (Calcinosis cutis);

R — PenHo deHoMeH (Raynaud's phenomenon);

E — Esophageal ancpyHkumna (Esophageal dysfunction);
S — cknepogakTtununga (Sclerodactyly);

T — TeneaHrnakrtasunga (Teleangiectasia).

CREST-cuHapoMm, nnm cuHapom Tnbbepxxa—BenceHbaxa, — 3To Tun
TOKANnM30BaHHOU CUCTEMHOWN ckaepoaepMuin. Y 60bHbIX Hapsaay C
KaJIbLIMHO30M KOXW, deHOMeHOM PelHO, cKnepoaakKTUuiInen u
TesTleaHrMaKTasnsaMm 4acTto pa3BUBAOTCA rUNEpNUrMeHTauuu,
0COb6EeHHO Ha y4acTKaX KOXW, NoABEP>KEHHbIX COJIHEYHOMY
OCBELLEHMIO.

Y 6onbwnHcTBa naumeHToB CREST-cMHAPOMOM OBHapy>XMBaOTCS
LUPKYNUPYIOLWME aHTUTENa K LeHTpoOMepaM, Ha3blBaeMble
AHTULEHTPOMEPHbIMUN aHTUTENIAMM.



Y3enKoBbIV MEPUAPTEPUNT

« Y3e/IKOBbIN NepunapTepuntT
(monnapTepunT) - CUCTEMHBIN
HEKPOTU3UPYOLWNUN BACKYUT C
NpenMyLLEeCcTBEHHbIM NMOpaxXeHnem
apTEPUN MbILLEYHOro Tuna cpeaHero
M Menkoro kannbpa n BTOpUYHbIMU
M3MEeHeHNUsSMN OPraHoB U CUCTEM.



« bonee npaBuabHO Ha3biBaTb 3aboneBaHue
naHapTeEPUNTOM B CBS3U C BOBJIEYEHUEM B
naToJiIorM4ecknuun npoLecc Bcex C/10eB COCyAnUCToun
CTeHKWU. ' ncrtonormyeckn oTMe4yaroTcs
BOCNanunTenbHas KneTodyHasa MHPUNbTpauus u
MONOPNHO3HbLIN HEKPO3 aABEHTULUN, MEAUN U
SHAO0TENUS.

- B akTmBHOW cTaanm 6o0ne3Hn B COCTaBe
KNeTOYHOro nHpunnbTpaTa npeobnagatoT
HeEUTPOdWUNbl, B AalbHENLLEM MOABASAIOTCS
MOHOHYKJ/1eapHble KNeTKn (MOHOUMUTHI,
nmMmepounTbl), HebosibLLloe KOJIMYeCTBO
503nHOMMNNOB. MTocne OKOHYaHUS
BOCNannTeNbHOro npoLecca B CTeHKe cocyaa
pa3BmBaeTcsa pmnbpo3 c pa3pyLLleHNEM BHYTPEHHEN
31acTnyeckon MmeMmbpaHsil.



» [lopa>xeHne CTeHKN CcocyadoB
NPUBOAUT TaKXe K dOPMUPOBAHUIO
TpoMb0B, 06pa3oBaHNIO aHEBPU3M,
4aCTblIM UH(MAPKTaM OpPraHoB.

 [lepBacKkynsapHble y3enKku, oT
KOTOPbIX MPOMU30LLJI0O Ha3BaHUE
3abo1eBaHns y3esIKOBbIU

nepuapTepumnTt, HabnwaalTCS
peako.




OTUOMNONrMa M NatoreHes

¢ DTNOMOrMs OKOH4YaTesIbHO He BbisiCHEHA. ObcyxkaaeTcs
BUpPYCHas npupoaa 6one3Hn, B HaCTHOCTU, pOJib BUpYycCa
renatuTta B (B KpoBu 60nbHbIX 06HapyxusatoTcad HBSAg u
aHTUTena K Hemy B coctase LUUK).

- [lpegpacnonaratouwime pakTopbl - NepeHeCEHHbIE NHMEKLUN,
MWHTOKCUKALUWNWN, BBeAEHUE BaKLUWH, CbIBOPOTOK, MPUEM
neKkapcTB, nepeoxna)xaeHume, MHCONSALUUS.

« [laToreHes cBOAUTCSH K rMNepeprmyeckon peakumu
opraHm3aMa B OTBET Ha 3TUoJIorM4yeckme pakTopsbl,
ayTOMMMYHHOMN peaKumMnm aHTUreH-aHTuTeno (B TOM Yucne K
COCYAUCTOMN CTEHKE), POPMMPOBAHNIO UMMYHHbIX
KOMMNJIEKCOB, OT/IOXEHMIO X B COCYAUCTON CTEHKE U
Pa3BUTUIO B HEN MMMYHHOIO BOCMNasieHus.



NMMYHHblIe KOMMJ1IEKCbl aKTUBUPYIOT KOMMJAIEMEHT, BCIeACTBMUE YEero
NpPONCXOANT HENOCPEACTBEHHOE NOBPEXAEHNE COCYA0B U
obpa3soBaHMe XeMOTaKCUYECKMX BELLECTB, KOTOPbIE NPpUBAEKAIOT B
o4yar nopaxeHus HenTpodubl.

OHN darounTUpPYOT MMMYHHbIE KOMMJIEKCHI, NPy 3TOM B 60/1bLLIOM
KOJINYeCTBE BblAENSATCS IM30COMaJibHble NMPOTE0SIMTUYECKUE
depMeHTbl, KOTOpble NOBpPEeXAalT CTPYKTYPbl COCYAUCTOU CTEHKN.
Pa3BuUTMIO NATOMOMMYECKMX NPOLIECCOB B CTEHKE COCcyAa
CNOCOB6CTBYIOT TaKXe N TO 06CTOATENBLCTBO, YTO SHAOTENNAJIbHbIE
KeTKNn nMeroT peuenTtopsbl ans Fc-pparmeHTa IgG n nepsou
dpakunn komnnemeHTa Clg, 4YTO 3HAaYUTENBLHO Oobneryaer
B3aUMOAENCTBME MMMYHHbIX KOMMJ/IEKCOB C COCYANCTON CTEHKOM.

Ba)XHbIM NaTOreHETUYECKMM MOMEHTOM SABASETCA TaKXe
CMOCOBHOCTb HENTPOMUMIOB NpUANNAaTb K SHAOTENNIO N BbIAENSATD B
NPUCYTCTBUM KOMMNJIEMEHTA aKTUBUPOBaAHHbIE KNCTOPOAHbIE
paaukanbl, ycyrybnswouwme noppexaeHne cocyaa. Kpome toro,
YCUNMNBAETCS BblaeneHne sHgorenmem hakTopoB, CNoCobCTBYOLWNX
CBEPTbIBAHUIO KPpOBM N TpoMb6006pa3oBaHMO B BOCNaJIEHHOM
cocyae.



KnnHunyeckasa KapTuHa

boneT npenmyLecTBeEHHO MYXUYUHbI B BO3pacTe
30-60 nerT.

JInxopaaka passiM4yHOro Tuna, ANuTenbHasa, He
noanaoLWaAacad BJIMSHUKD aHTUOUOTUKOB.

O6wunm cMHApPOM: noxyaaHue, cnabocTb,
aANHaMuns.

N3mMeHeHns KoXxun: 6neaHocTb, cBoeobpa3Has
MPaMOPHOCTb KOHEYHOCTEN U TY/I0BULLA; CeTYaTOoeE
nnBeno; KOXHble CbiMn - 3puTEMaTo3Hble,
NATHUCTO-NanyJsie3Hble, reMopparnyeckue,
YPTUKapHbIE, peXe - HEKPOTUYECKME U3bA3BIIEHNS]
C nocneaywwen nurmeHtTaunen; y 20% 60/1bHbIX
nanbnmnpytoTcsa Hebonblune 60/1e3HEHHbIE y3esIKU
(aHEBPU3MbI COCYA0B WM FPaHYNEMbI) B KOXe UK
NOAKOXHOM KNEeTYaTKe Mo XoAy COCYyAUCTO-
HEepBHbIX CTBOJIOB rojieHen, npeansaeynmn, 6eaep.



MbIWEeYHO-CyCTaBHbIN CUHAPOM: MHTEHCUBHbLIE 60711 B
Mblwuax (0co6eHHO YacTo B MKPOHOXHBIX), C1abocCTb U
aTpoduna MbiwLl, 60n1e3HeHHOCTb Npu Nanbnauuu;
nonnapTpanrun, pexe - Murpupyrowmne, HeaedopMmnpytowme
NoNMapTPUTbl C NPENMYLLECTBEHHbIM MOPa>XeHNeM OA4HOro
NN HECKOJIbKUX KPYMHbIX CYCTaBOB (KO/IEHHbIX,
rO/1IEHOCTOMHbIX, NJ1IeYeBbIX, JIOKTEBbIX).

KapanoBackKynsapHblh CUHAPOM: KOPOHAapUWUTbl C pa3BUTUEM
cCTeHoKapAuun Uin nHapkKkTa MMokKapaa; BO3MOXHbl «KHEMbIE
MHMApKTbI» 6e3 XapaKTePHbIX KIIMHNYECKUX NMPU3HAKOB,
b ¢ DKIM-cMmMnToMaTuUKOM; MOryT pa3BMBaTbCS
MUOKapAUTbI, KapANOCKIEPO3bl, pa3/iyHble HapyLUeHUs
putMa, 6nokaabl, Y 10% 60/1bHbIX - HEAOCTAaTOYHOCTb
MUTpPanbHOro KfanaHa. XapakTepHenwmm CUMNTOM -
apTepuanibHas rmnepTeH3uns.



[lopaxeHune novek

« [lopaxeHune no4yek B BUAE COCYANCTOU
Hepponatumn  (y 70-97% 60JIbHbLIX):
NpOTENHYPUS, MUKporeMaTypus (pexe
MakporemaTtypus), umnuHapypus, bbictpoe
pasBuTMEe NoYyeyHOM HeagOoCTaTOUYHOCTU, BO3ZMOXHO
pa3BuTne MH@PapKTa Noykn Bcaeacreme Tpombosa
noye4yHon aprtepuun (cmnbHas 605b B NOSACHULE,
remaTtypus, naabnmMpyeTcs noyka, rnoBbILLAETCH
TeMmrepaTypa Tena).

« [lonnnepoBCKoOe Y/ibTpa3BYyKOBOE UCC/ea0oBaHue
BblABNAET n3aMeHeHne novyeyHbix cocyaoB y 60%
60/1bHbIX, NPpUYEM Yy NMOOBUHbI U3 HUX
obHapy>XuBaeTca CTeHo3npoBaHue. B peakunx
cnydyasiXx obHapy>XmBaeTcs pa3pblB aHEBPU3MBbI
NoYeYyHbIX COCyaA0B C 06pa3oBaHMEM
OKOJ10MoYeYyHbIX reMaToM.



 NMopaxeHUe NIerkux B Bnae nNero4yHoro BackysauTta
NN MHTEPCTULIMANBHON NMHEBMOHUWN: Kallenb,
oAblWwKa, 605n B rpyan, KpoBoxXapkKaHbe, YCUieHue
n nedopmMaums NerodHoro pucyHka,
pa3Hoobpa3Hble AblXaTe/bHbIE LLUYMbl U XpPUnbI;
MHPAPKTbI NIerknx.

 NMopaxeHue XenyaAo4HHOKMULUEYHOro Tpakra:
Bblpa>keHHble 6011 B pa3/IMYHbIX OTAENaX XXUBOTQ,
HepeaKO Hanps)XXeHue nepeaHen 6proLLHON CTEHKMN,
OTPbI>KKa, TOLWWHOTA, pPBOTA, YacCTbIN XUAKUW CTYN C
NPpUMeCbO KPOBU U CN3N, BO3MOXHbI
3HaUUTEeSIbHblE XenyAoO4YHOKULLEYHblIe
KPOBOTEYEHUS, pa3BUTME NAaHKPEOHEKPO3a,
nepdopaunmn 38 KULWLEYHNKA, XKENTYXU
(Mopa)keHune neyeHn).



 NMopa>xeHne HepBHOU CUCTEMDI:
aCMMMeTpUYHbIE MOHO- N MOJIMHEBPUTLI (Krydue
6011 B KOHEYHOCTAX, HapyLleHUe
YYBCTBUTENBbHOCTU, Napesbl), UHCY/bThI,
MEHWUHroaHuedannTbl, aNUIenTUM@OPMHbIE
npunaaku.

« NMopa)xeHue rnas: 3/10KkayecTBeHHas
PETUHONATUSA, aHEBPU3MATUYECKME paCLUUPEHNS
W YTOJILLEHNSA MO XO4Y COCYAOB rfla3HOro AHa.

* Y yactu 60nbHbIX pa3BMBaETCS MOpPaXKeHue
nepudepnyecKux apTepmm KOHe4YHOCTEeMn, YTo
NpMBOANT K ULLEMUU MasbLEB BMNAOTb A0 UX
raHrpeHbl. Bo3MOXHbl pa3pbiBbl aHEBPU3M
apTepui Hor, BoCrnasieHUe NOBEPXHOCTHbIX BETBEN
BMCOYHOW apTepumn.



* MopaxeHne S HAOKPMHHOU CUCTEMBDI:
nopaxeHune anyek (OpxXuT, aNUMANANMUT)
Habntoaaetcss y 80% 60nbHBIX K Yalle
6biBaeT Ha POHE MHPULMNPOBAHNUSA BUPYCOM
renatuta B; HapyweHune pyHKLUK
LLMTOBUAHOWN Xesie3bl U HaAMOYEeYHUKOB.

e OCO6EeHHOCTM K/IMHNYECKOro Te4eHus
Yy3eJZIKOBOro nepmaprepmmrta Ha OHE
MHOULMUPOBAHNUS BUPYCOM renatuta B:
6osiee yacto HabnoAaOTCA NopaxkeHus
n4YeK, NovYeKk n apTtepuasnbHas
runepteH3uns. Npmn MHOUUMPOBaHUNK
BMpycoM renatuta C yalle oTMeyatloTcs
nopaxeHmne KOXu 1 rnevyeHm n CHUXKXeHune
YPOBHS KOMIJIEMEHTA B KPOBMU.



KnnHnyeckme BapuaHThbl

« [lepBble CUMNTOMbI KJ1TACCUMYECKOro Y3eNKOBOro
nepunaprtepumnTa - nnxopagka, 60b B MbllLax u
CyCTaBax, KOXHble BbICbiMaHUA, MOXyAaHUE.

* OCHOBHbIE KJIMNHNYECKMNE CUHAPOMbI 3STON (DOPMbI:
nopaxeHne novek (M301MPOBaHHbIM MOYEBOWN CUHAPOM,
MOYEeBOW CUHAPOM C HECTOMKOW apTepuaibHOW
rMnepTeH3nen, CTonkas apTepuanbHas runepTeH3us,
3/T0KaQYeCTBEHHAA apTepuasibHas rmnepTeH3nd,
HedpoOTUYECKNIA CUHAPOM Npu TpoMbo3e noYyeyHoun
BeHbl); abaAOMUHaNbHbIN CMHAPOM (COCYAUCTbIE S3BHI,
nwemmnd, TpoMmbo3 apTepuasibHblIX CTBOJIOB); nopa>|<eHme
nepmcpepmquKof/’l HEepPBHOM cucTteMbl (HEBPUTHI,
MWaNrnn, TMNEepPTEH3NN, ABUraTe IbHblE HapYLUEHUS,
aTpodusd MblLlL, KUCTEU N CTOMN); NOpa>keHne cepaula
(KOpOHapWUT, MesIkoo4aroBbli MUHMAPKT MUOKapAa,
nporpeccumpyrouias cepaeyHass HeaAOCTaTOYHOCTb,
apuUTMUN); Nopa>keHune nerknux (BackyauT,
nporpeccupyrowmm dnbpos, MHPAPKT NErkoro,
nnespuT); nopaxeHne LHC (ncnxnyeckne
PACCTPOMCTBA, aNuUNpunagku, remmnapes).



 Ko>XHO-TpOMBaAHrMTUYECKUN BapMuaHT
Y3€e/sIKOBOIro nepvuaprepuuTta nposiBasgeTcs
y3senkamu, livedo reticularis, remopparm4eckou
nypnypon. KoXHble unu I'IO.CI,KO)KHbIe y3e/Ku
pacrnoJsiaratTca No Xxo4y COCyAMCTOro nyyka Ha
KOHEYHOCTSAX. Bucueputhbl MOFYT OTCYTCTBOBaTb.
NHoraa y3senku coyetatoTcs C livedo, CKIIOHHOCTBIO
K pa3BuUTUO HEKPO30B U SA3B. XapaKTeprl
nmxopagka, mmanruun, cnabocrtb, NOT/IMBOCTD,
noxygaHue.

e Moa MOHOOPraHHbIM Y3eJIKOBbIM
nepmapTepmmTomM noapasyMeBardoT U3SMEHEHUS
COCy0B, TUMMNYHbIE AN Y3E/IKOBOIr0
nepmnaprTepumnTta, YCTaHOBJIEHHbIE MPWU
NaToOrnMCTo/IOrMYeCcKoOM nccnenoBaHnn yaaaeHHoro
npu onepaunn nan 6MoncmnMm opraHa.



- BbigensiloT cneayrouive BapumaHTbl TeHUEHUSA
y3e/1IKOBOro nepuaprepuura:

e 6naronpudatHoe (AobpokadyecTBeHHOE), MeA/IEHHO
nporpeccumpytollee, peunansupytoLlee,

e HObICTPO NMpOrpeccupytoLlee n ocTpoe,

® WIN MOSTHNEHOCHOE.

« JlobpokayecTBeHHOE TeyeHue Habnwaaercs y
601bHbIX KOXHbIM Y3€1KOBbIM NepnapTeEpUNTOM
6e3 BucLEepUTOB. BO3MOXHbI peLUANBLI KOXXHOIO
BAaCKyJsinta c peMmnccmamm ao 3-5 net. bosibHblE
COMATUYECKN U COLMANbHO COXPaHHbI.



e MeaneHHO nporpeccupyrojee reyeHme
y3Ee/1IKOBOIro nepuaprtepmmnta HabnwaaeTcs y
NoA0BUHbI 6ONbHBLIX TPOMBAHIUTUYECKUM
BapuaHTOM y3e/IKOBOro nepuaprepuuta. ¥ HuX B
TeyeHne psaa neT NpeBaanpyroT OCTaTOYHbIE
ABNeHns nepudepnyecknx HEBPUTOB U HapyLLUEHUS
KpoBoobpalleHnsa B KOHeYHoCTSX. [Npw
HEOCNOXXHEHHOM TeYEeHUN ANIUTENBHOCTb bos1Ie3HU
cocTtasnsgeT ao 10 net n bonee.

 PeungnBupyroujiee TeyeHme ConpoBoXaaeTcs
060CTpEHNAMU NPU OTMEHE INMIOKOKOPTUKONAOB U
LUTOCTATUKOB U/IN CHUXKEHUWN UX A03bl, NPpU
NWHTEPKYPPEHTHON MHMEKLNUN, NEeKapCTBEHHOW
anneprmmn, oxnaxaeHmm. BosaHMKHOBEHUE HOBbIX
OPraHHbIX NMOPaXeHUn yxyallaeT nporHos.



« BbICTPO NporpeccupyrolLlee TeyeHume
HabitogaeTca Npu TSXKeNOoM NnopaKeHnm noYvYek co
3/10Ka4YeCTBEHHOW apTepuasibHON rMnepTeH3nen.
[IpOrHO3 y3e/1KOBOro nepuaprepmnTa
onpeaendercd cocyauctbiMU OCTOXXHEHUAMN.

« OcTpble, NJIN MOJIHUEHOCHbIe, MOpPMbI C
NPOAO/IKUTENBHOCTbLIO XXU3HU 5-12 MecC
Hab/10aalTCa OTHOCUTENBHO peako. NpnynHoun
CMEPTU SABJIAIOTCSH NOpa)eHne novyek C pasBUTUEM
XPOHNYECKON MoOYeYHOWU HEeAO0CTaTOYHOCTH,
TsHKenass aptTepuanbHas rmnepTeH3ns,
LepebpasibHble pacCTpPOUCTBa, cepaeyHas
HeaAOCTaTOYHOCTb, Nnepdopauns 938 n Tpom603
Me3eHTepUuasibHbIX apTeEPUN.



Knaccudukaumng y3enkoBoro
nepuaprepuuTa:

« KnuHunyeckune BAPWUAHTHI.

e Knaccmnyeckuin (novevyHo-BuCLEPAsIbHbIA UIN NMOYEYHO-
NOJIMHEBPUTUYECKUN).

e AcCTMATUYECKUWN.
o KOXXHO-TPpOMOAHIUTUUECKUN.
e MOHOOpraHHbIN.

« TeyeHue:
e bnaronpuatHoe (Ao6poKayecTBEHHOE).

e MeanedHo nporpeccupytoulee (6e3 apTepnanbHON FMNEPTEH3UN U
C apTepuanibHON rMnepTeH3nen).

e Peungmsupytollee.
e BbICTPO MporpeccupytoLlee.
e—~QOcCTpoe uan MoSTHMEHOCHOE.

« ®a3a 6o051e3HU:
e AKTMBHaAA.
e HeakTuBHad.
e Cknepotunyeckas.



Ocno)XHeHuns:

NHMapKTbl pa3/iMyHbliX OpraHoOB U UX
CKJ1epos.

“eMmopparunun (pa3pbiB aHEBPU3MBbI).
"IpoboaeHmne a3B.

@aHrpeHa Kulle4yHuKa.

Pa3BuUTNE YpeEMUMN.

HapyLleHne MO3roBoro KposoobpatliueHus.
DHuUedaIoMNesnuT.

[TfpMeyvaHuMne: B HacTodLlee BpeMd
aCTMaTU4YeCKN BapuaHT cUMTaeTCs
XapaKTepHbIM ANng cuHapoMa YHapra-
CTpocca.



[lnarHocTunyeckme Kputepum

«bonbline» KpUTepun:

[TopakeHne novex.

KopoHapur.

ABL0MUHANBHbLIN CUHOPOM.
[ToNIMHeBpPUT.

BpoHXxnanbHas actMa C 303UHOMUIINEN.

«Manble» KputTepunu:

Jlnxopagka.
CHMXXeHMe Macchl Tena.
Muanrmyecknm CUHAPOM.

[fpuMedaHMe: B HacToslllee BpeMs bpoHXManbHas actMa cHMTaeTCs
XapaKTepHON He A8 Y3e/IKOBOro nepuaprtepumuTta, a Aasgd CMHApoMa
Yapra-Crtpocca.

[InarHo3 AOCTOBEPEH MPU Hann4nm Tpex 6onblUnUX U ABYX MasblX
KpUTEPUEB.



NabopartopHble AaHHbIE

O6LWwnn aHaInN3 KpoBU: HEUTPOMUIbHbIW
NeNKoUunUTO3 CO CABUIOM BJIEBO,
rmnepTpoMboumnTos, NpU3HAKN YMEPEHHOM
aHeMuun, yBesinyeHume

O6wm1n aHann3 MO4YU: NPOTENUHYPUS,
MUKporemMaTtypus, UMANHAPYpuUS.

BnoxmMmnyecknm aHasin3 KpoBu: MoBbILLEHNE
YPOBHS anbda2- n y-rnobynnHoB, cepomykouaa,
dnbpuHa, cnanosbix kncnot, CPI1.

Bbuoncms KOXXHO-MbILLEYHOIrO JIOCKYTa:
BOCMaNUTENbHO-UHMPUAbTPATUBHbIE U
HekpobunoTnyeckme n3MeHeHnsa B cocyaax.

Hannuyme B KpoBu HBSAg nan aHTUTEN K HEMY.



[lnarHoctunyeckme Kputepum y3enkoBoro
nepuaptepunuta (Lightfoot)

Kputepuu

OnpepneneHune

[MoxypaHune 6onblue 4 Kr

[MoTeps Macchbl Tena 4 Kr n 6onee ¢ Havyana 3abonesaHus,
He cBsi3aHHas C 0COH6EeHHOCTAMU NMUTAHUS

CeTyaToe nnBeao

BeTBMCTOE M3MEHEHNE PUCYHKA KOXWN Ha KOHEYHOCTSAX U
TYNOBMULLE

bBone3HeHHOCTb B AMUKax

OwyuweHne 601e3HEHHOCTMN B IMYKax, He CBA3aHHOeE C
NHpeKUnen, TpaBMon

Muanrmnmn, cnaboCtb nnun
60/1€e3HEeHHOCTb B
MbILLLAX HOI

AnddysHblie Muanrnm (MCKNo4Yasa naeyeBoun Nosic Unu
NOSICHNUYHYO 0651acTb) Unn cnaboctb N 60N1E€3HEHHOCTL B
MbIWLAX HUXKHUX KOHEYHOCTEN

MOHOHEBPUT UNK
nosiIMHenponaTus

PasBuTME COOTBETCTBYHOLWMNX HEBPONOrMYECKUX
NpOSIB/IEHNI

[dnactonnyeckoe
apTepuanbHoe gaBneHune
6onbwe 90 MM pT. T

MNoBbILLEHNE apTepPMaNIbHOro AaBNeHUS




[lnarHoctuyeckme Kputepumn y3ernkoBoro
nepuaptepuurta (Lightfoot)

Kputepuu

OnpepneneHune

[ToBbllLEeHNEe YpOBHH4
MOUYEBUHbI NN
KpeaTUHUHA B KPOBU

CoaepxaHne Mmo4vyeBUHbI 6onbuwe 14.4 mmonb/n (40 Mr%)
nNn KpeaTtuHuHa 6onblie 133 MkMonb/n (1.5 Mr%), He
CBsi3aHHble C gerngapataunen nnm obcTpykumen
MOYEBbIBOASALWMNX MYTEN

Bupyc renatuta B

Hannune HBSAg nnm aHTUTEN K HEMY B CbIBOPOTKE KPOBU

ApTepuorpadpuyeckue
N3MeHeHNs

AHEBPU3MbI NN OKKTHO3UN BUCLIEPASIbHbIX apTeEpUn npwu
apTepuorpadunmn, He CBsiI3aHHble C aTEPOCKIEPO30M,
bnbpomMbileyHOM ancnnasnen u Apyrmmu
HeBoCnanmnTenbHbIMK 3ab601eBaHNAMMU

buoncua menkmnx u
cpeaHux apTepumn

[paHynouuTapHass U MOHOHYK/1IeapHO-K/1eTo4YHas
MHPUNBbTPaAUKNSA CTEHKN cocyda Npyv MOP@OSI0rMYeCcKoM
nccnenoBaHmMm

Hanuumne 3 n 6onee nobbix KpUTEPUEB MO3BONSAET
NOCTaBUTb AMNArHO3 y3€/1IKOBOIro nepunapTtepunra.
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