PesmaTudyeckme 005e3Hn



PeBmaTnydeckmne bonesHn. OnpenenexHume.
OCHOBHbIE XapaKTEPUCTUKM.

Peemamu4eckue 6os1e3HU — gpynna 3abosiesaHul,
Xxapakmepu3syrouwuxcss  rnepeuyYyHbIM  CUCMEMHbLIM  fopaxeHuem
coeduUHUMesIbHOU mKaHU U cocydoe, 0bycri08/IeHHbIM UMMYHHbLIMU
HapyuweHUsIMU.

OOLwme 4yepThbl peBMaTUYECKUX DOnesHen:

1. OTCyTCTBVIe YETKO YCTaHOBJIEHHOIO J3TUOJIOTNMYECKOro Hadalla, OAHaKO MOXHO
BblABUTb HaJlinyne XpoHN4YeCKOoro I/IHCt)eKLI,I/IOHHOFO Oo4ara B OpraHn3me

2. HapyLIJeHI/IFI WMMMYHHOIO TromMeocCctas3a B BUAe peaKLlMIZ r’mnepyvyyBCTBUTESIbHOCTH
HeMeaJ1eHHOoro n 3aameagrieHHoro TMrnoB

3. HenpepblBHOE XpOHWYECKOE KITMHWUYECKOro TeyeHue c nepuogamm oboCcTpeHun u
PEMUCCUSMU;

4., CuncrteMHas nporpeccupylolas  ge3opraHuM3auust  MEXKINETOYHbIX  CTPYKTYp
COEOVHUTENbHOW TKaHW M COCydoB, KonnareHa, amopdHon cybcTaHuum C
BbID@XXEHHbBIMMW B TOW  WAM = MHOW  CTENEeHW _ KMNETOYHbIMU = peakuusmu;
reHepann3oBaHHbI BaCKYNUT, MOBbILLIEHNE COCYANCTON U TKaHEBOW MPOHNLLAEMOCTH;

5. HapyweHne obMeHHbIX NPOoLEeCCoB B BUAE NOBbILEHUA CO4ep)KaHNA OCTPOda30BbIX
nokasareneun (mnbpuHoreH, C-peakTuBHbIN DENOK KU NPOY.), MyKononmcaxapugos B
nra3me KPpoBU U TKaHSAX.



PeBmMmaTnydeckme 6onesHu.
. relARAGCUUKALNA.

* PesmatonaHbin aptput (PA),

. AHKMﬂ03Mp}/+ou_M|71 cnoHamnoapTpuT (bonesHb
bexTepesa),

» CuctemMHas kpacHas Bon4vaHka (CKB),

» CuctemHas cknepoagepmus (CC),

* Y3enkoBbIn nonmapTtepuunt (nepunaptepuunt) (Y1),
» [lepmaTomMmosnr,

» bone3Hb/cuHagpom LLerperHa (Cberpexa).
K anhdy3HbIMm 60rne3HAM coeANMHUTENbHOU TKaHU
OTHOCHATCSH:
 CucremHasn kpacHas BondaHka (CKB),
 CucremHasn cknepogepmus (CC),

¢ D,epMaTOMVIO3VIT n apyrme socnasimternibHbie
MUuonatTuum

CoBpeBeoydan /R BN BRYIOTTR Ha).

peBMaToONorMu paccmaTpuBaeT u Apyrue saboneBaHus
B KayecTBe peBMaTU4YeCKunX:

e CUCTeMHbIe BaCcKynuThbl

e OcTeoapTpoO3 1 Npo-.

Lk
BabyuKg,
y meba soruanxa.

Omo aymoummymnoe.
A npunecaa mebe
NPeoHU3ONOH U
cmepouobL.




PesmMmaTunyeckme bonesHun. [latoreHes.
MopdooreHes.

. CHwKeHune I/IMMyHOJ'IOFI/I‘-IeCKOI7I TONMEPAHTHOCTU K COBCTBEHHbIM KINeTKkam

1. [TaTonormn4yeckasa aktesaunsg UMMyHUTETA:

. ['YymMOpanbLHoro:

1. BbiCOKMe TUTPbI reTepPONOrnMYHbIX aHTUTESN: aHTUCTPENTOKOKKOBLIX (P, PA, IM), aHTUBUPYCHbLIX — KOPb,
KpacHyxa, naparpunn, peosupyc, HBV (CKB, PA, CC).

2. AyToaHTuTena — aHTuHykneapHsle (CKB, CC), pesmaTtonaHsin dpaktop (PA, CKB).
3. LUunpkynupytowme retepo- (P, PA, IM) n aytonormnyHele (CKB, PA, CC) MUMMYHHbIE KOMMSIEKCHI.

4. [MepekpecTHO pearnpytowmne aHtutena (P, PA, IM).

Il. %(neTquorc)): CEHCMBOMNN3NPOBaHHbIE KNETKN — 9 PEKTOPLI K TKAHEBBLIM aHTUIEHaM
MULLEHSAM).

dasbl ge3opraHM3auuu coeaUHUTESNIbHOMN TKaHMU NP peBMaTU4YeCKUX DONe3HAX:
MykongHoe HabyxaHue
PnbprHOMAHbIE NBMEHEHNS
KneTo4yHble BocnanuterbHble peakumnm
Ckrnepos

BN e









HekoTopble AnarHoOCTU4YeCKne MmapKepbl
peBMaTU4YECKMX 3aboneBaHuUN.

AHTUHYKNeapHble aHTUTersa: reTeporeHHasa rpyrnna aHTuUTes, pearnpyroLwmnx ¢ pasnnyHbiMm
koMmnoHeHTamu sapa (CKB, cuHgpom LerpeHa, nHpekunoHHble, Nnapa3uTapHbie 3aboneBaHnst U Npou.,
nHorga B Hopme)

AHTV(I:TKega K OHK: k ds (aBycnupanbHoin) OHK n ss (ogHocnnpanesHon) HK; xapakTtepHbl B OCHOBHOM
ans :

AHTUTENa K rmcToHaMm: vaule y 605bHbIX NekapCTBEHHOW BONTYaHKOM (NpuemM n3oHuasuaa, beta-
BriokaTtopoB, aHTUKOHBYJS1bCAHTOB)

AHTUTena K HyKneocomam (Kpome rmctoHa H1 — muweHun ons LE-KNeTok) — YyBCTBUTENbHbLIA HO
HecneundunyHbin meto anarHoctnkn CKB

PeBmaTougHble dpakTopbl —ayToaHTuTena (lg A,M,G), B3anumogemncreyrouime ¢ Fc-dpparmeHTom IgG. B
P® onpeaensior IgM. ecneundunyHbl, BbisiBnstotTca npu CKB, CCJl, OHKONorn4ecknx n HEKOTOPbIX
NH(EKUNOHHbIX 3aboneBaHnax. OTCYTCTBYIOT Npu cepoHeratnsHom PA.

AHTUTENA K LUKNnYeckomy uutpynnuHosomy nentuay (A-CCP, uMtpynnuH — pesynsrart
mMoaudukauum aprmHnHa) — BbicokocneumdmnyHbl Ansg 605ibHbIX pEBMATOMAHLIM apTPUTOM.

AHTMHeUTpOoMUNbHbIE UMuToNIasMmaTnyeckme aHtutena (p-/c-ANCA) —aHTUTENa K
Mueronepokcmnaase, npotemHase-3, laktopeppuHy 1 apyrum dernkam asypounbHblx rpaHyn MNAJ.
Cn6e|_w|cb|/|qu| ana rpaHynemMaro3a BereHepa, XOTS 1 BCTpeyatoTCs Npu pasnnyHbIX peBMaTnyeckmux
3aboneBaHugaX.

LIUK



BbiaensaoT 2 BuAa aHTUHEUTPOMUITIbHBIX LUTOMSIa3MaTUYECKUX
aHtuten (AHLA):

* [lepuHykneapHble (K MMenonepokcuaase) — p-ANCA
 LInTonnasmarnyeckue (K nporenHase-3) — c-ANCA

ANCA (Anti-Neutrophil Cytoplasmic Autoantibody)

Neutrophil type
Blood vessel wall

of white blood cell

Inflammation of the vessel wall
(vasculitis) caused by white
blood cells that have been
stimulated by ANCA

P-ANCA Pattern C-ANCA Pattern



HekoTopble AnarHoOCTU4YeCKne MmapKepbl
peBMaTU4YECKMX 3aboneBaHuUN.

 AHTUTENA K IKCTparnpyembiM BOAOPACTBOPUMbIM AO0EPHLIM aHTUTEHAM:

e AHTUTEnNa K Smith (Sm) aHTUreHy — aHTMTena K 6 MmanbimMm saepHoiM PHK (U1-U6),
accouumpoBaHHbIX ¢ 11 nonunentuaamm (70000 Da, A" B/B°, C,C' D, E, Fn ap.).
OCHOBHOW 13 HUX — nonunenTna D1. AHTUTENa K Sm-aHTUreHy — OAnH N3 KN4veBbIX
cneunuyHeix mapkepos CKB.

* AHTUTena K SS-A/Ro (Robert) — aHTuUTEna k nonunentuaam (52 n 60 kDa|):S
B3aMMOOEUCTBYOLWWNM ¢ boraTtbiMu ypuanHom untonnasmatmdeckumm PHK (hY1, 3, 5).
x onpeneneHne BaXxHO B AnarHoctuke bonesHu/cuHgpoma LLerpeHa, xota oHu
BCTPEYAOTCS U NP APYrMxX CUCTEMHBIX 3a00neBaHUAX COEANHNTENBHOW TKaHMW.

e AHTUTena K SS-B/La (Lane) — aHTUTENa K KOHEYHOMY TpaHCKpVII'ILI,l/IOHHOI\/Ie/ %aKTopy
PHK-nonumepasel lll. Micnonb3ytoT ang ytodHeHus Xapakrepa tedeHns CKB, PA
cuHapoma LerpeHa.

* AHTUTena K puboHykneonpoteunay (U1PHIT) — xapaktepsl ang 6onesHn Wapna
(cmelwlaHHoe 3abonéeBaHne CoeanHNUTENbHOW TKaHW).

 CknepopgepmMmuyeckme aHturtena: Scl-70 (K tononsomepase |), aHtutena K
LeHTpomepe (CREST-CMHAOPOM), aHTUHYKIEOoNndApHble aHTUTena

 Muosurt-cneunduyeckue aHTuTena v gp.



HekoTopble AnarHoOCTU4YeCKne MmapKepbl
peBMaTU4YECKMX 3aboneBaHuUN.

AHTUTEnNAa K pocchonunuaam:
« KkapguonununHy (ocHoBa NOXHOMOSIOXKUTESTbHOW RW)
« Kbeta-2-rnnkonpoTenHy-1

* BornyaHo4HbIN aHTUKOAryNAHT.
OTO rpynna aHTuten (IgG) NpoTUB oTpuLaTenbHO 3apsikeHHbIX hocdonmnnaos. OH NoaaBnsieT B KPOBU peakLmio
npeBpaLLeHnsi NPoTPoMOuHa B TPOMOUH. [Npu BbISABNEHNN NPUCYTCTBUS STUX aHTUTEN B KPOBM MO YASIMHEHUIO
Koarynonornyeckux TeCToB, UX OnpeaesnstoT Kak «BOSTHaHOYHbIM aHTUKOArynsaHT». QTO Ha3BaHWUe OHW MONyYunu B
CBSI31 C TEM, YTO BriepBble 6b1n BhisiBieHb! y 605rbHbIX CKB. Hannyme BonyaHOYHOro aHTukoaryrnsiHta 4acto
HabntogaeTcsa Npu aHTUGOCHONMMNUAHOM CUHAPOME.
BonyaHo4HbI aHTUKOArynaHT HEUTpanusyeT oTpuuaTenbHO 3apsXXeHHble pocdonunmabl u oconMnuaHo-
GenkoBble KOMMMEKCHI, BKNOYEHHbIE B NPOLIECC CBEPTLIBAHNSA KPOBW.
Ero npucyTtcTeue B KpOBU BbI3bIBAET YATMHEHNE BPEMEHU CBEPTLIBAHUS in vitro B pocdonmnuna-3aBnuCcUMbIX
Koarynomnormnyeckux tectax (dawe AYTB, pexe - npoTpoMbUHOBLIN TECT). B yCcrnoBusix LLlenoCcTHOro opraHn3ma
XPOHUYECKOE MPUCYTCTBUE B KPOBW BOITYAHOYHOIO aHTUKOAryngaHTa, B OTNIM4Me OT aHTUTES K MHOMBMAYalbHbIM
drakTopam CBEPTbIBAHNSA, aCCOLMNPYETCHA CO CKIOHHOCTLIO K TpOMOO3aMm.
BA — BaXKHbIV nNoKasaTesib pucka BO3HUKHOBEHNSA TPOMB030B, 0COBEHHO MPU CUCTEMHBIX, a8y TOUMMYHHbIX
3aboneBaHunax, aHTMBoOCconNMNMaHoOM cnHapome, y 6onbHbix CrlALom.



BonyaHoKNeTo4YHbIM deHOMEH (LE-dbeHOMEH,

Xaprpeunsca PeHOMEH)

» deHomMeH obHapyxeH 1948 r. Hargraves 1 COaBT. B Ma3Kkax KOCTHOIO
(l\gosra n nepundoepmdeckomn kposm bonbHbIXx CKB npu nHkybaummn 37°

« JTO dharounTos 94epHOro geTpuTta HeuTpounamm nnu
Makpodaramu ¢ obpasoBaHneM BOMHaAHOYHbIX KNETOK (LE-KNeTKM,
Xaprpemnsca KreTku).

» darounTos onocpeaoBaH aHTUTENaMM K H1.
* B dpeHOMeHe LE pa3nuyatot gBe ¢oasbi:

a) WmmyHonorun4yeckas:

1. [MoBpexaeHue KneTkn ¢ gecpopmaumen (HabyxaHnem) sgpa m yTpaton
xpomaTM)Ha, 6asodunus, (npegnockbinka ans nposiBlieHnsa akTMBHOCTU
aHTuTen).

2. [anee cnenyeTt ukcauns aHTUTEN Ha siApe, YTO MacknpyeTcs brnarogaps
oTpuuaTenbHOMY 3apsay HyKNEeNHOBLIX KUCHOT;

b) Hecneuudunueckas. Matepman sgpa B Buae cepoBaTo-AbiM4yaTom
Macchbl paroLMTUPYEeTCs KNeTkammn, KOTopble CTAHOBATCS TUMNYHBIMM
ANS KpaCHOW BONMYaHKM.

 LluTonnasma nenkouuToB 3anonHeHa dharoumMTMpoBaHHbIM S4POM.

OpO CaMoro fierkounTa pacnnacTbiBaeTcs Hag Vs
doaroynTMpoBaHHbLIM.
%
* LE-KNEeTKNn obHapy>XmnBatoTCcA B KOCTHOM MO3re, NMM{POnNOHbLIX __‘

opraHax, nepugepunyeckomn KpoBu He TorbKo Yy bonbHbIX CKB, HO 1
npu Apyron UMMYyHHOM NaTosioruu.



PesmaTtougHbin apTput (PA) - BocnanuTenbHoOe peBMaTu4yeckoe 3aborneBsaHne HeyCTaHOBJIEHHOM
npupoAbl, XapakTepusyrLieecsd CAMMETPUYHbIM XPOHUYECKUM 3PO3UBHbLIM apTPUTOM
nepudepnyecKkmx CyctaBoB U CUCTEMHbIM BocnanuTesibHbIM NopaXeHnemM BHYTPEeHHUX OpraHoB.

KnaCCM(*H/lKaU,Mﬂ Stages of Rheumatoid Arthritis
KnnHu4yeckne BapmaHTbI £ Croms Seskos Themugh e Mesacamoptiutangesd and Prosjecd Prutar of the e Finges
e PA: nonuapTpuTt, onuroapTpuT, MOHOAPTPMUT.
e PA C cuCTEMHbIMW NPOSABNEHUSIMM.
e Ocobble cnHagpombl: cuHapom dentun, 6onesHb Ctunna B3pocrn

he firs o of Rheumatold Arthritis is
Synovitis Tha i inflan on of the gy )

e Cepono3nTmBHbIN.

e CepoHeraTuBHbIN.

TeyeHne peBMaTONAHOIO apTpUTa

e bbicTponporpeccupytoLee.

e MepgneHHo nNporpeccupytoLee.
AKTUBHOCTb peBMaTOMAHOIO apTpuTa

e Huskas.

e YMepeHHas.

* Bbicokas.

e Pemuccus.

PeHTreHonorn4yeckasa cragus

* | CTagus - OKONOCYCTaBHOM OCTEOMNOPO3.

Il cTaan4 - TO XKe + Cy)KeHUe CyCTaBHbIX LLEeNen.
[ll cTagms - TO XXe + MHOXXECTBEHHbIE 3PO3UMN.
IV cTagus - TO e + aHKUIo3.
PyHKLMOHaNbHas HeAOCTaTOYHOCTb

0 - YHKLMSA MNOMHOCTLIO COXpaHeHa.

1 - byHKUMSA HapyLLeHa, HO CNOCOBHOCTbL K NpodeCccMoHarbHOM AeATENbHOCTU COXpaHeHa.
2 - CNOCOBHOCTL K MpodeccuoHanbHOM AeATENbHOCTM yTpadyeHa.

3 - yTpayeHa crnoCcoBHOCTb K CaMOOBCYKMBaHUIO.

Oco6ble BapuaHTb! PA:

e CuHOpom ®@esimu - CUMNTOMOKOMMIEKC, BKMHOYAOLLMIA B ceBS1 HENTPOMEHWIO, CNEHOMEranuio, renaTtoMerasnuio, TSKenoe nopaxxeHne CycTaBoB,
BHECYCTaBHble NPOSIBNIEHNS (BAaCKYNUT, HEMponaTusl), rMnepnurMeHTaLmio KOXN HUXKHUX KOHEYHOCTEN 1 BbICOKUIA PUCK MHADEKLIMOHHBIX
OCINOXXHEHUMN.

o Konrne2arHk Cmiinna e2n0CkIX - 2RaboneraHe YanakTebuviolllieecda nelluinRANDVIOLNITIAI rekTUUYecCKOIA NXODANKOA abDTDUTOM A

Pannus marks @ w 4 Fibrous Ankylosis * 5 Bony Ankylosis
» ( Dreac wh of th r A\ ¥ W o




PeBMaTOUAHLIA apTPUT: TUNUYHLIE AedopMaLlUi KUCTU PYK

HOecopmauusa no  BeicTynatolas
TUMy OyTOHbEpk  FOMOBKa MNOKTeBOU
i KOCTU

Manom cycTaBos o ——
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,[le (bop MauWs The hyoid hinges upward
60nbLu oro I—Ianbua Epoglottis = during swallowing. Quadncpps muscle ./'-_
;’;’;;\%?ggf \ 3 Body of hyoid bone i K i
‘ A% Thyrohyoid membran Femur BT | '\.»'. Patella
Cuneiform cartilage “___ Fatty pad s \\ (kneecap)
; Vestibular fold \
6 Corniculate cartilage j \ e Ug;; \l:OCraIOCOId) Cartilage \
Arytenoid cartilage /;(1 E— 3 ) Thyroid cartilage
Arytenoid ! I\ /7 i
(Controls srwijjglfng) \ \F (# Xﬁfg'v':c‘g' — Poplrtpal

hursa

Cricoid cartilage v Cricothyroid ligament

Cricotracheal ligamen

Cyst- filed} {1 i 0

capsul ) , =Y
; e with synovial| ; -+ &
Meniscus .-'1-1'-- fluid from ".-*-’*."
| . | Infrapatella LA L \ )
Tibia -4 hursa e
Side view of Knee with a secondary
a normal knee Baker's cyst

Puc.1.84. lsa clyva}z dechopmayuu cycmaeoe npu peemamoudnom apmpume (a,6).

NACMHO-: 2oewx cycmaeoe FIl, IV u V nasvues kucmu; 2 - nodeweux 6 nacmuo-GaiGraoesix cyemaeax ¢
BUCMYNaHUeM 20N080K NACMHNX Kocmel; 3 - deueypayus npoKcumMatbibix Mexcgharanzoesx cyemaeos; 4 - ayweeas desuauusn
AY4e3anacmuo2o cycmasa; 5 - peemamoudnse yieaxu,; 6 - ampoghus muiwiyy kucmu (no M. u JI. Jospmu, 1993).




OuarHoctuka PA.
Kpumepuu AmMepukaHcKoU Kosnie2auu peemamorsio2os (1987).

* YTPEHHSSI CKOBAHHOCTb - BO3HMKaKLLada No yTpaM CKOBAaHHOCTb B 00racTy CycTaBOB UITM OKOSTOCYCTaBHbIX TKAHEWN,
coxpaHsLasaca He meHee 1 vaca;

* apTpuT 3 unn bonee CycTaBoB - NOATBEPXKAEHHOE BPa4OM Hanndmne npunyxsocT unm BbinoTta, No KpanHen mepe B 3
cycTaBax; BO3MOXHO nopaxkeHne go 14 cyctaBoB (C 2 CTOPOH): NACTHOMANaHroBblX, MPOKCMMarbHbIX MeXdanaHrosblX,
CYyCTaBOB 3ansCTbs, JIOKTEBbLIX, FOSIEHOCTONMHbIX;

* apTPUT CYCTaBOB KUCTEN - NPUNYXSIOCTb, NO KpauHEN Mepe O4HOM U3 CriefyroLnX rpynn CyCTaBoOB: CyCTaBOB 3ansCTbs,
NACTHOANIAHIOBLIX U MPOKCUMarbHbIX MeX(anaHrosbix;

* CUMMETPUYHbIN apTpUT - CXOAHOEe, ogHaKo 6e3 abCcontTHOM CUMMETPUN, 4BYCTOPOHHEE MOPaXXeHNe CyCTaBOB
(nacTHOhanaHroBbIX, MPOKCUMAasbHbIX MeXdanaHrosblx, NAOCHedanaHroBbIX);

* peBMaTounaHble Y3erKu - NOATBEPXAEHHOEe BpavyOM Hannyne noLgKOXKHbIX Y3erKOoB, NTOKanmn3ylLWmXca NpenmyLLecTBeHHO
Ha BbICTyMalwLWmMX y4acTkax Tena, pasrmbatenbHbIX NOBEPXHOCTAX UM B OKOSMOCYCTaBHbIX 0bnacTsx;

* PO - obHapyxeHue (nobbiM METOLOM) NOBLILLEHHbLIX TUTPOB PP B CbIBOPOTKE KPOBY;

* PEHTreHoNnornyeckne N3MeHeHus, TunmyHole anga PA: apo3nm nnm okonocyctaBHOM OCTEONOPO3, JIOKaNmn3yLmnecs B
cycTaBax KACTEN N cToN N Hanbornee BblpaXkeHHble B KITIMHNYECKM NOPaXXEHHbIX CycTaBax.

[dwnarHo3 PA ycTaHasnvBalT Npu Hann4nm He meHee 4 n3 7 Kputepues, Npu 3TOM KpUTEPUM C NEPBOro Mo YeTBEPTbIN
OOJTKHbI COXPaHATLCA MO KpanHen Mepe B Te4eHue 6 Hen.



PaHHAs cTagusa Mo3aHAnA ctagusa
aHKWNO3MPYIOLWEro aHKuno3upyiowero
CNOHAWNOAPTPUTA CNOHAUNOAPTPUTA

HopmanbHbii
NMO3BOHOYHUK

BotnaneHnne CpaujeHue

XapakTepeEOe pacmpo-
cTpaHeHHe GoeH OpH GONesHH

"BosMmoxmEOE  pacmpo-
cTpaHeHHe GoTeH H H3MeHeHHe XapakTepHEle H3MeEESHHA
(opMEI DOSBOHOYHHKA OpPHE (OPMEI IOSBOHOYHOIO CTOIOA
S6onessn bexTepesa. npH GonesHHE bexTepesa.




Dry eyes,
damage to
eye surface

.
N

Sjogren's
ndrome

Dry mouth,
~——increased
CMMC 1003 fOth deCQY




CucteMHas cknepogepmMus — nporpeccupyoLlee cucteMmHoe 3aboneesaHue, B OCHOBE
KOTOPOro NeXnT BOCNanuMTenbHOe NopaxeHue MenkMx cCocyaoB BCEro opraHn3ama, ¢
nocrieayrowmmm nubpo3HO-CKNEPOTUHECKUMU UBMEHEHUSIMIN KOXKIN, ONMOPHO-ABUraTenbHOro
annapaTa 1 BHYTPEHHUX OPraHoB.

Kputepuu ganarHoctuku CCA

AMepuKaHCKOW Komnnernm peBmMaTonoros.

«BonblWoOn» KPUTEPUN:

- NPOKCMMarnbHasi CKIepoaepMums: CAMMETPUYHOE YTOSLLEHME KOXM B 06r1acTn nanbueBs, C

Blacnpoc:TpaHeHmeM MPOKCUMAanbHO OT NACTHO-afiaHroBbIX U NITOCHedanaHroBbIX CyCTaBOB.
3MEHEHMS KOXM MOryT HabnogaTtbCs Ha nNuue, Wew, rpyaHon KNneTke, XXUBoTe.

«Manbie» KputTepuu:

- CKnepogaktTunug: nepevyncrieHHble Bbllle KOXHbIE NU3MEHEHUS, OrpaHUYeHHble nansbuamu.
- AurntanbHble pyOUYMKN-y4acTKM 3anageHnst KOXKM Ha auctanbHbIX doanaHrax nasnbueB Unu
noTeps BellecTBa nogylievek nanbLes. 5

- OBYCTOPOHHUIM B6a3arbHbI MHEBMOMPUOPO3; ceTyaTblie NN IMHENHO-Y3MNOBbIE TEHW,
Hanoborsiee BbipaXXeHHbIE B HXKHUX OTAENax ferkmx npu ctTaH4apTHOM PEHTIeHONOormM4eckom
obcnegoBaHMn; MOryT DbITb NPOSIBEHMS MO TUMY «COTOBOIO NIErKOroy.

LuacHo3 cucmeMHoU ckriepodepmuu sigrisemcst 00CmMoB8ePHbLIM MpuU Haru4uu 00HO20
«60sIbLWO20» Uru 08yX «MarlbIX» Kpumepues.



MackoobpasHoe nuuo npu
CUCTEMHOW CKIiepoaepmMum

CTpUKTYpbI N1LLEBOAa Npu
cch

CknepogakTunus
(«cocuckoobpasHble» narnbLbl)

The limited symptoms of scleroderma are referred to as CREST
Caicinosis- calcium deposits in the skin £

Raymud goemnon
spasmo: oodvesselsln'\\

response to cold or stress

E sophageal dysfunction- acid reflux and
decrease in motility of esophagus

Sderodactyly thickening and tightening — e o
of the skin on the fingers and hands

Td asias- dilation of
capillaries causing red marks
on surface of skin .

Cknepogepmus rno
TMNy yoapa cabnen




Nepmatomunosut (M) cuH. bonesHb BarHepa,
bone3Hb BarHepa-YHdeppuxta-Xenna —
TSAXKENnoe nporpeccupyroLiee CUCTEMHOE
3aboneBaHne coeauHUTENbHOW TKaHW,
CKeneTHOW 1 rmagkou MyckynaTtypbl C
HapyLLueHneM ee asuraTenibHoOM OYHKLMN,
KOXHbIX MOKPOBOB B BUAE 3PUTEMbI U OTEKA
COCYO0B MUKPOLIMPKYNATOPHOIO pycra ¢
nopaxeHnem BHYTPEHHUX OpraHoB, HEPeaKO
OCnoXHsAWLWeecs KanbLuMHO30M U THOMHOW
nHdekumen. Y 25-30 % 60nbHLIX KOXKHbIN
CUHOPOM OTCYTCTBYET. B 9TOM crny4ae roBopsAT
o nonumuosunte (MNM).

bunoncmsa mMbiwubl:
MHPUNbTpauna B-
nmmpoumtamm n CD4-T-

nmMmdoumnTtamm,

BAaCKyJIUT, aTpodus

MNOLNTOB.

Cumnmom F'ommpoHa — NosBfIEHNE KPaCHbIX U
PO30BbIX, NHOrAA LUEeSyLaLLNXCH Y3ernkoB U
brisilek Ha Koxe B obrnactun pasrmbaTeribHbIX
NOBEPXHOCTEN CYyCTaBOB.
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OcTpas peBMmaTnyecKkasa nmxopagka
(peBmaTn3m, bonesHb Cokonbckoro-byino)

» CcTtemMHoe BocnanuTternobHoe 3abonesaHne
coeaAVHUTENbHOW TKaHU C NPEUMYLLIECTBEHHON
nokanusauueu npouecca B cepgedHo-cocyancTou
cucTeme, passuBatolLleecs Yepes 2-3 HeA. Nocrne
nepeHeceHHO MHQEKLUN (CKapnaTtnuHa, aHruHa),
BbI3BaHHOW DeTa-reMonmMTu4ecknm
CTPENTOKOKKOM rpynnbl A, y NpeapacnonOXEHHbIX  cumws <5
nuu, rmaeHbIM 0b6pa3om, AeTen U NoAPOCTKOB 7-15
ner.

* PeBMmaToreHHble cepoTunel: 3, 5, 18, 24. LLitammbl
peBMaToOreHHbIX CepoTUNOB XapaKkTepua3yoTcH
Hann4yMem Ha NoBEPXHOCTU cneLnguyIecKomn
aHTUreHHOW AeTepMUHaHThLI (anutona) - M-
npoTenHa, UMeIoLLLEro CXoACTBO C KOMIMOHEHTaMu
cepaeyHon MblllLbl, MO3ra U CUHOBMAanbHbIX
000noYeK cycTaBosB.




OcTpasd peBMmaTn4veckas nmxopagka.
[laToreHes.

CoBpeMeHHOU Teopmen BO3HUKHOBEHUA peBMATUYECKON NUXOPAaaKU
cUMTaeTCs TOKCUKO-MMMYHOIornyeckaa tTeopud, Kotopas BKIO4aeT B

cebs:

1. nNpAMOE TOKCUYECKOE NoBpeEXaeHNEe COeaNHNTENBHOU TKaHW
depmeHTamm cTpenTokokka rpynnbl A - ctpentofnin3vHom O u S,
CTPENTO-KMHA30M, rmanypoHnaason, 4e3okcupmnboHykreasomn B v gp.;

2. BOcnaneHue, BbI3BaHHOE MMMYHHbIMU KOMMNekcamm, obpasoBaHHbIMU
B MECTax NOBPEXOEHUS TKaHWU;

3. «ayTOMMMYHHOE» NOBpEXOEHNE TKaHM cepaua, Mo3ra npoTUBOCTPEN-

TOKOKKOBbIMW aHTUTENaMW, NEPEKPECTHO pearnpyoLLMmMm ¢
aHTUreHamMun capKorieMMbl KNETOK MruoKapaa, MuKonpoTenHamm
KrnanaHoB cepala v aHTUreHamm LmMTonnasmbl HEMPOHOB XBOCTATOro U
cyb-TanamMmmyeckoro siaep ronoBHOro Moara (beHoOMeH « MONEeKYNsPHON
MUMUKPUM»). Hanmune ayToMMMyHHOIO NOBPEXAEHMSI MO3BONAET
0OBbACHUTb BDEMEHHOW NMPOMEXKYTOK Mexay 1e0tToM MHAEKLIMOHHOTO
3aboneBaHUs 1 NopakKeHMem opraHos.



MopdoreHe3 peBMmaTu4eckon rpaHynemsl
Alloddoa-Tananaesa. &

1. Jlntndeckaqa — «usetyLiasa»
(dbnbpnHONAHLIN HEKPO3, MHOro M® -
(kneTkn AHMYKOBA) N UX

NPOM3BOAOHLIX (TMFAHTCKUE KNETKU - / ;
2. CuHTeTn4deckasa — «yBagatoLLLaa» _
(Ha4Yano cknepo3npoBaHUA S & e

rpaHynemsol, ymeHboLieHne MO un & ., 3
HEeKpo3a) , &

3. PenapaTtuBHas — «pyOLytoLancs» WP . e
(3aBepLUeHnEe ckrepoasa). o T A

B Mnokapae rpaHynembl HasbiBalOTCH R i R
y3enkamu Awododa, B aHAoOKapae —
bnawkamn Mak-Kannyma. == 45
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KnnHnyeckne npusHakm OPIJI.

o
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KnuHuko-aHaTomuyeckue copmbi OPJI.

1. KapaunoBackynsipHas
2. [NMonuapTputnyeckasn
3. Hopo3Has (y3noBas)

4. LUepebpanbHas

PeBmMaTnyeckui nonnaptput: Hanbonee 4acto nopaxarTcs KpynHblE CyCTaBbl KOHEYHOCTEWN (KONEHHbIE,
rONEHOCTOMHbIE, NTy4e3ansaCcTHbIE 1 NTOKTEBbIE). BeayLumin CUMMNTOM - «NIeTy4ne» BblpaXKeHHble 60MnM, NPUMNyxnocTb
CYCTaBOB (CMHOBUT 1 NopakeHne nepuapTUKynspHbIX TkaHen). MNonHas obpaTMMocTb npouecca.

PeBmaTuyeckue ysenku - ManeHbkne, auameTpom He bonee 5 MM, NioTHbIE, 6e300ne3HeHHbIE 0Opa3oBaHus,
rioKanuayoLlnecs B NepuapTUKYNAPHbIX TKAHAX B MeCTax NPUKPensieHnss CyXOXuUnun, Hag KOCTHbIMU BbICTyNamu B
0bnacTn KpynHbIX CyCTaBOB, 3aTbIITOMHOM KOCTU. PeBMatmnyeckne y3enkm BCTpeyatoTCs TONbKO Y AeTen, 0ObIYHO
NOSIBNAIOTCA BO BPEMSA NEPBON aTakn peBMaTU4eCcKon nnuxopagku n 6eccrnegHo ncyesaroT nNpu fe4eHnn.

KonbueBuaHasa 3purema 0ObIYHO COYETAETCSI C PEBMOKAPAMUTOM U APYTMMU NPOsIBNEHNsAMU peBmaTrama. OHa
BO3HMKaET B 10-20 % Cry4aeB, valle y AeTel 1 NoapoCcTKOB. BricbinaHus 6reqHo-po30BOro LBeTa fokanmayrTes Ha
KOXe TYNoBM1LLA N BHYTPEHHEW NOBEPXHOCTN KOHEYHOCTEN, MCHE3atoT NpU HaJaBNMBaHUN, HE COMPOBOXAAOTCS
KOXHbIM 3yJOM U HEe BO3BbILLIAIOTCA Ha, YPOBHEM KOXMW.

Managsa xopes (xopes CngeHxema unu «nrscka cBatoro Butay) - 3To paccTponcTBo LeHTparibHOM HEPBHOW CUCTEMbI,
XapakTepuayoLleecs BHe3anHbIMu, becuenbHbIMn, 6ecnopaaovHbIMU OBMXXEHUAMN (TMNEePKUHE3bI), MbILLEYHOM
CnabocTbio, SMOLMOHAbHOW HECTAaBUNBHOCTBIO. 3TV U3MEHEHUS CBSI3aHbl C BOBMEYEHMEM B MaTONIOMMYECKUIA MPOLIECC
TaKNX CTPYKTYpP rofIOBHOrO M0O3ra, Kak nonocartoe Teno, cybtanammyeckme aapa n mos3xedyok. Manasa xopesi BO3HUKaEeT B
OETCKOM BO3pacTe, Yaule y agesoyek. CUMMITOMbI YCUINMBAIOTCS NPy BO3BYKAEHNN, HAMNPS>)KEHUU UNU YTOMITEHUN, HO
CTUXaKT BO BpeEM4 CHa.




KPUTEPUUN KUCENA - OXOHCA, MTPUMEHAEMBIE ONA ONATHOCTUKWU OPIJI

Boabnine KPHTEepHH

MaJble KpHTEepHH

JdaHHBbIe, NOITBEP:KIAIIHE
npeJmecTBOBABHIVIO
A-CTPenTOKOKKOBYIO

HHpeKIHI0

Kapaur

KiainHHA4YecKHe: aprpa’Jiras,
JHXOpagra

IHozaTHBHAaAA A-
CTPENTOKOKKOBAasA

IHomuapTpurt

JlabdopaTopHBIe:
IToBbImIeHHBIE
OcTtpodazoBbie peaKTAHTHI:
COD3, C-peakTHBHBIH 0e.I0K

KYJIBTYPA, BbIJeJIeHHAasaA H3 3eBa,
HJIH NOIOKHTEeJbHBIH TecT
OBICTPOIrO ompege/IeHHSA A-
CTPENTOKOKKOBOIO
AHTHIeHAa

Xopes

HHcTpyMeHTAJIBHBIE:
YaaurHeHHe HHTepBaaa PR

Ha KT

IToBbIII€eHHBIC HIH
NOBBIINIAKIINIHECH THIPDLI

KoasneBHIHANA IPHTEMA

IHoaxo:KHBIE
PEBMATHYECKHE Y3€JIKH

IIpu3HaAaKH MHTPAJIbLHOH
H/H/IH A0pPTAJIbHOH
pPerypruTalHH HJIH
Jdonmiep-2XOKT’

NPOTHBOCTPENTOKOKKOBBIX
adaTHTe. I — ACJI-O, aHTH-
AHK-aza B

Hanu4ue 0syx 6onbuwiux Kpumepues usnu o0Hoz20 601bW020 U O8yX MasnbiX 6 coYemaHuu ¢
OaHHbIMU, OOKyMeHmMmuposaHHO nodmeepxxoarowjumMmu rnpedwecmeyrowyro UHPeKyuro

cmpernmoKOKKamMu 2pynnbki A, ceudemesiscmeyem o ebicokou eeposmHocmu OPJ]




OUPDEPEHUMNANBHBIA OUATHO3 CTENEHEU AKTUBHOCTHU

PEBMATU3MA
Iloxa3zarean (HopMa) I cteneHs Il ctrenens IIl ctenesHs
CO3 (6-8 mm/4ac) JTo 20 MM/gac 20-30 MM/gac Bonee 30
MM/4ac
Jerikonnros (6-8 I'/) JTo 8 I'/n 8-10 I'/n Bonee 10 I'/n
CPBb (oTpHIAaTe/1bHBIH) -+ S s SR
APA (0,180-0,240exa.) Bepxuss 0.250-0.300 Bonee 0,300
dHHIIA
CuraoBbie kHcI0ThI (0,180- P 5 0.200-0.250 Bomnee 0.250
HOPMEI : ; '
0,200e1.)
Cepomykonn (0,16-0,20ex.) 0.3-0.6em. Bomnee 0.6
Kapaut: B TOM 4Hce
Aa(dy3HBIA MHOKAPIHT 3 + +
NepHKAPIHT 5 - -
BHecepaedYHble MOPaAKeHHS £ - —




XapakTepuctTuka
KapauoBackynapHoun ¢popmMbl peBMaTuU3Ma

1. Cepaue

v'3Haoka pPAWT - KanarsHbill (Ouchbgby3Hbiti, ocmpbtli bopolasyameb!i,
chubponnacmudecKkuid, sosgpamHo-bopoldasyamep!il),
XOopOoanbHbil, NPUCMEeHOYHbIH

‘/I'Iopox cepAaua (MumpasnbHbill - aopmanbHblil - mpexcmeopyamebiii)
MuokapauT - epasynemMamaosHbiid, MEXYMOYHbIT akccydamusHbili
(oyazoebtii ti Ouchaby3Hb!)
v Kapauocknepos

v MepukapauT - QuOpPUHO3HBIE, CEPO3HLIU, CEPO3HO-COUOPUHO3HbI.
Obnutepauyna noaocmi cepleysoli CoOpoYKUy

2. Cocyabl

> APMmepuumst, apmepuoumst, Kanuanspumas!
> APMEPUOCKIEPO3, apMEePUOIOCKIEPO3, KarulngpoCKIEpo3



MopdroreHes KnanaHHOro aHagokapauTa.

BocnaneHue BocnaneHue
Tpomb6bi

AnddysHbii OcTpblit

SHAOKapAUT 6opopgasuartbii
(BanbBYNMUT) 3HAOKapAUT

®ubponnacTnueckum
®OPMUPOBAHME |supokapaur

MOPOKA

e HopmanbHbIii KnanaH
BosspaTtHo-60pogaBuatbiit

3HAOKAPAUT

BocnaneHue
Tpomb6bi










PRy
O mere |













TR A % 'L&'L,L‘L\ls Jws | s |



KPACHAA BOJIHAHKA (lupus
erythematodes; CUH. apMTemaTos)_

JT0 3aboneBaHune 13 rpynnbl AUPPY3HbIX
boriesHen coegMHNTENbLHON TKaHU
(Konnarenosos).

* Pasnuyalotr nBe 0CHOBHbIE (POPMBbI
KpacHOW BOMNMYAHKU: KOXKHYIO
(MHTEr'YMEHTHYI0) U CUCTEMHYIO.

» KoxHasa dpopma 0bObI4HO NposABNAeTCA B
BMAE OUCKOUAHOW KpacHOW BOMYaHKM
(apnTema, runepkepaTos 1 atpodusa Koxu),
Ee»(e BCTpeYaloTcd LieHTpobexHasa aputema

netTa U rnybokas KpacHasa BonyaHka
Kanowun-MpraHra (nog KoXxeu y3nbl,
BOMYaHOYHbIA NAHHUKYIAT).

» CKB mMoxeT bbITb Kak CaMOCTOATENbHbLIM
3abonesaHneM (nepBuYHON; DONE3HL
JlnbmaHa-Cakca), Tak ¥ BTOPUYHOWN
(cMHOpOMOM), Bbl3BaHHbIM NleKapcTBamMm
UIN ONYXOIblo.

Virma % 5l
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Ta6numua 2. KpmrtTepum AMEPHMKAHCKOW KOJUermm peemartTonoroe ansa amarHoctmkm CKB

1. Ckynoeas Ceinn

DOUKCUPOBAHHAR IPUTEMA (NNOCKAR MNKM BO3BRILLAOWAACA HAA NOBENXHOCTLIO KOXH)
H2 CKyNOBbIX BLICTYNAX, MMEOLLANR TEHACHUMIO K DACNDOCTPAHEHMIO HA HOCOINYOHLIE CKNAAKK

2. OuCx0omnaxHan CoinNb

BO3&bnuaomecs IPpUMTEMATO3HLIE Ouarv C NNOTHO NPUNEXAWMMK KEPATOIHBIMK YWY RKAMN
M (DONNUKYNAPDHBIMK NPOOKAMN. HA CTAPbIX D4aArax MmoryT ObiTe aTPOPr4ECKkHe pyousbl

3. DOTOCEHCHOWNM3AUNMS

KOXHAA CoiNbt KaAK PE3yNbTaT HEOOBIYHOA PEAXUMHM HA CONHEYHBIB MMy4ymn.
KOHCTAaTMDYETCA NAUMENTOM (AHAMHECTHUYECKHN) WK BPA40Mm

4. A38blI CNU3INCTOR pra
wunu HOCOMOTKH

MN3va3enenna nonocT pra wnu HOCOMMOTKKM, O0bIYHD OE300NE3HEHHBIE

5. ApTpur HE3PO03uBHbIC ADPTPUTHI HE MEHEE ABy X NepwpepuYeckix CyCTas0s, NPOSBNAOWKECA DONE3HEHHOCTbIO
NPy NansNaumMu, NPUNYXAHUKEM NEPHADTUKYNIAPDHLIX MAMKUX TKAHEA, BHINOTOM
6. Cepo3utol Oar0 »3 Cneayrouwx:

e MNEBPMT (NNEBPANLHLIE OONK, MNK WYM TPEHMA NAEBDLI, MW HANUYME NNEBPANLHOTD BLINOTA,
WM YTOMUEHKME NNEBPANLHbIX NUCTKOB)
* nepuxkapauT (NOATEBEPXASHHLIA C NOMOWS10 IX0KI nnu BeICNYILMBAHMEM LWyMa TDEHUA Nepuxkapaa)

7. MopaxeHmne No4ex

Oax0 »3 cneayrouwx:
* NEPCHCTUPYIOWAN NPpoOTEenHypua >0.5 /oy ., wnn
* KNETOYHBIE UMNMHADSLE (3PUTPOUMTADHBIE, NEMOMOOHMHOBHIE, 3EPHUCTLIE, TYOYNAPDHLIE MAKW CMELWAHHBIE)

8. HEBPONOrM4ECKME HADYWEHNA

Opr0 w3 cneayrouwwx (NPn OTCYTCTEBMM NPUEMA NEKAPCTEEHHbLIX NPENAPATOB WM TAKMX META00NMYBCKMX
PACCTPOACTE, KaK yPEMMA, XETOAUMAD3 WK INEXTPONWUTHLIE HADYLWEHMA):

* CyROPOXHMLIE NpUNAOKK

* nCux03

9. remaronoruyeckne
HaApyweHna

Oa+H0 w3 cneayrouex (NP OTCYTCTEBMM NPHUEMA NEKAPCTESHHLIX NPENAPATOs, CNOCOOHLIX BbI3BATL
3T HAPYWEHMA):

e rEMONUTHUHECKAN AHEMUE C PETHMKYNIOUNTO30M

* neAKoNenua < 4 x10%n (3aperucTpupoBannas 2 w 0Onee pas)

* nUM@PONEHKUA — yPOBEHL NUMPOUNTOB menee 1.5 x 10%N, BLIRBENAEMbIA HE MEHEE AByXx Pa3

* TPOMOOUMTONEHMA — YPOBEHL TPDOMOOUMTOB meuee 100 x 10%n

10. MMmmyHONOrMYeCckue
HAPYLUEHMA

Onx0 »3 CneayroLmx:

* AaHTUTENA K HaTMBHOR [HK B NAaTONOrM4ecxom Tuipe

* HANWYME AHTUTEN K SM—AAEPHOMY AHTHUIEHY

* NONOXKHUTEABHLIA TECT HA AaRTRPDOCPONUNMAHBLIE ANTUTENA (yBENWYeHue yposna I1IgG wan IgM
AHTUKADAMONUNMHOBLIX AHTHUTEN MNK NONOKUTENBHLIA TECT HA BONYAHOYHLIA AHNTUKOANYNAHT NPy
MCNONBL30BaAHMKM CTAKNAADTHLIX METOAO0E, wnu JINPB B TEYEHME KAK MmuHuaym 6 MmECAUES NDK
NOATBEDKAEHHOM OTCYTCTEMM CHPUNMCA C NOMOLWSLIO PEAKUMM MMMOOKUNU3aumnm ONeaHon TpENOHEMbI
M TeCTa QUmoOpeCuUeHTHOR a0COPOUMMKM TPENDOHEMHLIX AHTHUTEN)

11. AHTHHY KNEAPHBIE aHTUTENA

MOBBILIEHME TUTPA AHTHUHY KNEAPHbLIX AHTUTEN, BHIABNAEMbLIX NOCPEACTEOM MMMy HODMOOPECUBHUMK MW
ADyrumm ASKBATHBIMM METOAMKAMMKM (NPDW OTCYTCTBMM NPUEMA NEKAPCTBSEHHDBIX NPENAPATOS, B86I3HIBAOLLINX
BOMYAHO4YHONOA00HLIA CHHADPOM)
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[1lononHUTENbHbLIA
Marepuan

CuncrtemHblie BACKYJIUNTHI



Knaccudmkauusa sackynutoB (MexayHapoaHas
cornacuTtenbHas koHdepeHuusa B Hanen-Xunne (CHCC —
Chapel Hill Consensus Conference), 1994 r.).

HazBaHue
1

XapakTepucTuka
2

BacKynutel, nopaxatolue KpyrnHbie cocyabi*

[MraHTOKNETOYHbIN (BUCOY-
HbIK) apTepPUUT

[paHynemato3Hbl apTEPUUT aopTbl U €€ KPYMNHbIX BETBEN
CO CK/IOHHOCTBIO K MOPaXEHUI0 IKCTpaKpaHWanbHbIX BET-
BEW COHHOW apTepuu. Hacto nopaalTcs BUCOYHbIE ap-
Tepun. O6bI4HO Habnogaetcs y nauueHTos crapwe 50-60
neT U 4acTo accouuupyeTca ¢ peBMaTU4ecKon nonumuan-
rmen

ApTepuut Takasicy

XpoHu4yecKoe BocnanutenbHoe 3abonesBaHue C npeumy-
LEeCTBEHHbIM MOPaXEHUMEM aopTbl U €€ rMaBHbIX BETBEN,
NEeroYHblX U KOpoHapHbIX apTepuin. O6bI4HO HabngaeTcs y
YKEHLUMH JEeTOPOAHOro Nepuoaa ¢ NMKOM Havana B TPETbEM
AEeCcATUNETUH

BaCKyﬂMTbI, rnopaarolyue cocyabl CpeaHmUx paamepoB*

Y3enKoBblvi NonnapTepuuT

HeKpoTusupyloLiee BocnaneH1e apTepuit CpeaHero u Men-
Koro pasmepa 6e3 pa3BuTMa rnomepynoHedpputa unu Ba-
CKYNWUTa B apTepuonax, Kanunnspax unu BeHynax

Bbone3Hb KaBacaku

ApTepuUUT, NopaxatLuin KpynHble, CpeaHne U MenKkue ap-
TEPUMU, accoUMUMpPOBaHHbLIA C NumdageHonaTuen. Hacro
nopaatoTca KOpoHapHble aprepuun. MoryT nopaarbcs
aopta 1 BeHbl. O6bI4HO BCTPEYaeTcs y AeTen.




Knaccudmkauusa sackynutoB (MHTepHauuoHanbHas
cornacuTtenbHas koHdepeHuusa B Hanen-Xunne (CHCC —
Chapel Hill Consensus Conference), 1994 r.). [MpopomxeHue

BacKy/1uUTbl, Mopa><atolme MeKkmue cocynbl*

IpaHynemaTos paHynemaTto3Hoe BoOcCnasJsieHue, nopakaiuiee pecnupa-

BereHepa** TOPHbIN TPAKT, U HEKPOTU3UPYIOLLWUIK BACKYUT, NopaKkato-
MM cocyabl MENIKOro U cpegHero pasmepa (Kanwuisipbl,
BEHY/bl, apTeEpPUObl 1 apTepuu). Hacto pa3BuBaeTCcs Mo-
MepynoHedbpuT

CuHgpom 30o3nHODUNBHOE K TrpaHyiemMaTo3Hoe BocnasneHue, Mno-

parkawuiee pecnupaTtopHbiM TPaKT, U HEKPOTU3UPYIOLWUN
BaCKYJIUT, MOopa)Kkatlimi cocyabl MENIKOro v cpegHero pas-
Mepa M accouMupoBaHHbIM C ACTMOM U 303UHODUNUEN.
Bo3amMoXXHO pa3BuTue rmomepynoHedputa

Yapra — Crtpocca**

HeKkpoTuaupylouwmm BacKy/IMT C HEMHOIMO4YUCIEHHbIMU He-
MMMYHHbIMU AEeno3uTamMum, nopar<arlwLmim Menkue cocyabl
(KanuNnsapbl, BEHYNbl UKW aptepuonbl). MoXXeT uMmeTb Me-
CTO HEKPOTU3UPYIOLUK apTeEPUUT, NMoparKkawuimm aprTtepum
MEeNKOro wim cpegHero pas3mepa. Yacto Habnwopaertcs
BOCMajieHUe JIero4HbiX KanwuwispoB U pa3BuUTUE IMioMepy-
noHedpurta

MUKpOCKONnM4YecKunm
NoAMAHINUT**

Bone3Hb LlleHnenHa — le-
HOXa (reMmopparm4yecKkum
BaCKYJ/1UT)

BacKy/uT € UMMYHOMIO6yNUH-A-rnpeo6nagaoummMmm UMMYH-
HbIMU Aerno3uTamMu, rnoparkallmm Mesikme cocyabl (Kanwu-
NIAPbI, BEHY/Ibl UKW apTepuonbl). XapaKTepHbl NMopa*keHus

KOXM, KMULWIEYHUKA, MOYEeYHbIX KJIYOBO4YKOB C pa3BUTHUEM
rnoMepynoHedpuTa; XapaKTepHO pa3BuTue apTpanrum unm
apTpuToB

BacKy/iuT € KPUOMIO6Y/IMHOBLIMU MMMYHHbIMKU Aeno3uTa-
MU, Mopa’kaluwmn Mesikue cocyabl (Kanunnisipbl, BeHYysbl
UM apTepmrosibl) U aCCOLMUMPOBAaAHHbIN C KpUornobynnHamm
CbIBOPOTKMU. HacTo nopa{atoTcs KoXKa U KITy604YKHU NnoYekK ¢
passuTMeM rnomepynioHedpurta

3cceHumanbHbIM KPpUOrnooby-
NMUHEMUYECKUIN BACKyNIUT

N30onmpoBaHHbIM TIENKOUUTOKIACTUYECKUN aHIMUT 6e3 cu-
CTEMHOro BacKyniuta unam romepynoHedppuTra.

KOXXHbIM NenMKouuToK1acTu-
YEeCKUM aHTUUT

MpumeyvaHusi: * — K KPYINHbIM apTepusiM OTHOCSITCS aopra v HanboJsiee Kpyri-
Hble BeTBU, Hanpasssiiownecsi K 6onsLwmnmMm obnacram TysioBuuya (Hanpumep,
K KOHe4YHOCTSIM, K rOJIOBe U LLUee); K apTepusmMm cpegHero pasmepa OTHOCSITCS
GonbLuMe ByucuepasibHbIe aprepuu (HanpumMmep, nodYeYdyHbie, ne4YeHoYHbIe, KO-
POHapHbIEe N MeseHTepnaanble); K MeJiIKnM aprepusiM OTHOCSITCS aucTalib-
Hble apTrepuasibHbIe COCyabl, KOTOPbIe COeauHSIIOTCSI C aprTepuosiamMmu (Hanpu-
Mep, noYedYHass AyroobpasHasi u Mme>XxxgosibkoBasi aprepumn). Hekoropbie Ba-
CKYJINTbI, NnopadKkamLuine MeJikmMe v KPyYriHbie COCyAO4bl, MOryT TaikoKe rnopa)xxartTb
aprepuu cpegHero Kkanmopa, HoO BaACKYJINTbI, NMopa>karoLimue KpyriHbie u cpen-
Hue cocynabl, He NMopaykaroT MeJsikue cocyabi; ** — accoumnupoBaH c AHLIA.



Knaccudukauma sackynutoB (BTopas MHTepHauuoHanbHas
cornacutenbHasa KoHdepeHuna B Hanen-Xunn (International Chapel Hill
Consensus Conference) 2011 r.).

BacKynuTtbl KPYyNHbIX COCYAOB:
— apTtepuut Takascy (AT);

— rMraHToKneTouHbIn aptepuut (IKA).

Backynutbl COCyA0B cpeaHero kanuopa:
— y3ernkoBbin nonuaptepunt (YI1);

— 6ones3Hb KaBacaku (BK).

BacKkynutbl cOCyaoB MeINKOro kanuopa:
AHLIA-accouunpoBaHHble BaCcKynuTbl, BKIO4YaroLwme:
— MUKpocKkonuyecknn nonunaHrmmnt (MI1A);
— rpanyrnemato3s ¢ nonuaHrumTom (['M1A) BereHepa;
— 903MHOUIBbHBIN rpaHynemartos ¢ nonnaHrumtom (3MT1A) Hapra — Crtpocca;
MMMyHOKOMMNEKCHbIe BacKyMTbl COCYyAO0B Masrioro Kanmopa,
BKJ1HOYaloLme:
— bornes3Hb aHTurnomMmepynapHon 6asanbHom memobpaHbl (0orne3Hb aHTu-I bM);
— KpunornobynuHemmyeckum sackynut (KIB);
— IgA Backynut LLleHnenHa — l'eHoXa;
— rMMNOKOMMIIEMEHTEMUNYECKNN YpPTUKapHbIN BackynuT (I'YB) — aHTu-C1q
BACKYInT.

BacKkynurtbl COCy0B pa3niMyHOro Kkanubpa:
— bonesHb bexyeta (bb);




Knaccudukauma sackynutoB (BTopas MHTepHauuoHanbHas
cornacutenbHasa KoHdepeHuna B Hanen-Xunn (International Chapel Hill
Consensus Conference) 2011 r.).

BackynuTbl OAHOro opraHa:
— KOXHbI NENKOLUTOKIACTUYECKNNA BACKYNUT;

— KOXHbIN apTepuuT,;

— nepBuYHbIM Backynut LIHC;

— M30JIMPOBAHHbIN A0PTUT.

Backynutbl, accouMmpyemble ¢ CUCTEMHbIMU 3aboneBaHUAMM:
— BOJTYAHOYHbIW BACKYIUT;

— peBMaToONaHbIN BACKYJINT;

— CapKOMOO03HbIN BACKYIINT.

BackynuTbl, accoummpyemMmbie ¢ U3BECTHON 3TUONOrMen:

— KpuornobynmHeMmnyecknim BacKynnT, accounmpyembln ¢ Bupycom renatuta C;
— BaACKyInUT, accoummpyembin ¢ BUPyCcoM renatuta B;

— aopTUT, accouumnpyemMbii C CUPUNNCOM,;

— WMMYHOKOMINEKCHbIN BACKyNUT, acCoOLMNPYEMBIN C CbIBOPOTOYHOM BONE3HbIO;

— BaCKYIUTbl, aCCOLMMPYEMbIE C PAKOBbIMU (TOYHEE, 31T0Ka4YeCTBEHHbIMU
HOBOOOpa3oBaHNsiMK) 3aboneBaHUsAMM




Jlokanunsauus HEKOTOPbIX CUCTEMHbLIX BACKYJTNTOB.

Capillary

Arteriole

Large to Small artery

medium-sized
artery

Cutaneous leukocutoclastic angiitis

cryoglobulinemic vasculitis

Henoch-Schanlein purpura and essential

Microscopic polyangiitis {microscopic polyarteritis)

Wegener's granulomatosis and Churg-Strauss syndrome

Polyarteritis nodosa
and Kawasaki disease

Giant cell {temporal) arteritis
and Takayasu's arteritis

Aopra

MoyeyHas apTepus (apte-
pus cpeaHero kanubpa)

[onesas aptepusi (apTepus
cpeaHero kanubpa)

[yroo6paaHas aptepus (apte-
pu1s MeNKoro Kanubpa)

MexgoneBas aprepus (apte-
pusa Menkoro Kanuépa)

[MraHTOKNETO4HbIH (BUCOYHDINA) apTepUUT

Aptepuut Takascy Aptepuona

|
MaKpOoCKONUYEeCKNUI y3eKOBbIA NOAUAPTEPUUT

| boneaHb KaBacaku

MWKPOCKONUYECKUI NONMAPTEPUUT
[pasynemato3 BereHnepa. CuHgpom Yapra — Crpocca

Kny6ouek

Mypnypa LLlenneitHa — [eHoxa
3cceHumanbHbii KpMOrno6yNTMHEMUYECKUH
BaCKy/MUT

Pucynok 1. 1. lpeumyLuecTseHHOe pacnpegeneHne BacKynsipHbIX
nopaxeHuii npy CB
MpumeyaHmne: no4eyHble apTepum CPESHEro Kanmbpa MoryT BOBeKaTbCs B Npo-
LieCC npy BacKy/NTax C MpenuMyLLeCTBEHHbIM MOPaXeHUeM COCYZ[0B MeJIKOro,
CpenHero v KpyrHoro Kanmbpa, Ho apTepuoibl U rIOMEPY/SPHbIE Kanuisipbl BO-
B/IEKaIOTCA B NPOLIECC TOJIbKO MPU BACKYJIUTaX, MOPAaXaloLLyX MEJIKe COCYAbI.




MaToreHe3 BackynutoB. O0WmMe U YaCTHbIe MeXaHU3MblI.

MaTtoreHes pa3/IMUHbIX BUAOB BACKY/IUTOB

Backyaut

MHTaKTHbBIN cocyp,
Bce KOMMOHEHTbI BOCMA/IEHUA: MOBPEXKAEHUE CTEHKM

cocyaa (B 1.4. dubpuHONAHDLIN HEKPO3), IKCcCyAaLmA
(nnasmapparus, Bbixoa GOpPMEHHbIX 31€EMEHTOB KPOBU
/¥ pasnuyHble KNeTouHble peakuum (B T.4. obpasoBaHune
' FUFaHTCKUX KNETOK, rpaHy/iem)), penapaTueHble
npouecchbl (CKNepos co cTeHo3upoBaHMEM NpPOCBeTa).

o £
@@@9

pasnnyHbie PR
dnororeHHble - B npocseTe cocygos: Tpom603, [1BC
dakropbl @

MoBbileHUe cOCyAUCTON NPOHULLAEMOCTH:

IKccyauma: naasmapparus (Bbixog, }Kugkoctu u 6enka; B
noyKax - NpoTenHypus), BbIXxog GOPMEHHbIX 3/1EMEHTOB
KpoBM (B NouKax - remaTypusa, NneUKouuTypus)

Neutrophil type
of white blood cell

Inflammation of the vessel wall
(vasculitis) caused by white
blood cells that have been
stimulated by ANCA

PHASE |

< Antigenin Immune Complex Formation

circulation

o
@B cell \ Endothelium
. o\
Plasma ~ J ‘
cell ;@ 1
\ y
7/

,,,,,,,

PHASE Il
Immune Complex-Mediated
Inflammation

Antigen-antil body
complex

> PHASE Il
y . Immune Complex Deposition
. brinoid ™~

trophil lysosomal enzymes

Antigen-antibody
complex

ANCA (Anti-Neutrophil Cytoplasmic Autoantibody)
Blood vessel wall




BacKynuT Koxu




MraHTOKNeTOUYHbIN apTepUNT.

* TUraHTOKNEeTOYHbIN (BUCOYHbLIN)
aptepumT (6onesHb XopToHa — Marata —
bpayHa B.T. Horton, p. 1895 2.,
amepukaHckul epady; T.B. Magath,
cospeMeHHbIlU amepuKkaHckul epady; G.E.
Brown, 1885—1935, amepukaHCKul gpay) -
rpaHyrieMaTo3HbI apTePUNT,
BO3HMKAKLLNKM Y NUL cTapLue 50 neT u
XapakTepuayoLmincs ceoeobpasHom
KNWHMYECKOM KapTMHOW C 06s3aTeNbHbIM
nopakeHMem BUCOYHbIX apTepui,
n3bmpatenbHbIM BOBIEYEHMEM BETBEN
rMasHUYHbIX apTeEPUN N YaCTbIM
codeTaHMeM C peBMaTU4eCcKom
nonMMmnanrmuen.

* Mopdonorus: rMraHToKNEeTouHbIE
rpaHynemsbl, HEKPO3 MUOLINTOB,
ANUTENNOLHOKNETOYHAA NHUNBLTPaLNS C
NPUMECH NMMMJOLNTOB, 303MHOUIIOB,
nHorga c Tpomdamu. B puHane TotanbHbIN
apTepuocKepos c obnutepaumnen
npoceerTa.




ApTtepuut Takasicy (Hecneundmn4ecKkum aopToapTepunT).
Knaccudukauus.

s\
 Aptepuut Takasicy - CICTEMHOE “~ </
3aboneBaHue,
XapaKkTtepuaytoLieecs
rpaHyfiemMato3HbiM BocrnaneHnem

s W
aopTbl K OTXOASALLMX OT Hee rL-’Q

BETBEW C YaCTUYHOWU NI MOSTHOW e
nx obnutepauuen. B natoreHese
BeayLasa pornb NpUHagNexXuT
XPOHUYECKOMY

MMMYHOKOMIJIEKCHOMY

BOCHaneH o CTEHKW COCY/10B. % N
BonewT npenmyLecTtBeHHO Q
Moriofble XeHLUMHbI;

A - A ?

| TMn Il Tin

B3aMMOCBSI3b C MUKODaKTeEpPUEN
Tybepkyneaa.
* Knaccudwmkauums:

| TN — NOpaXkeHne orpaHMYMBaeTCs Ayron aopThl (CMHAPOM Ayrn
aopThl) 1 ee BETBAMMU (8% OONbHbIX);

Il TN — NopaxaeTcs HUCXOAALLANA YacTb (rPYAHOW 1 BPLOLLIHOW

otaensl) aopTbl (11%); Hil Tun WV Tun

11l TN (CMeLLaHHbIN) — Hanboree YacTbliA, BKIOYaeT NopaxeHne
Oyrv aopTbl U ee HUCXOoAsILLEero otaena (65%);

IV TUM — BKIIOYAET NOPaXKEHWs], XapakTepHble A4S NepBbIX Tpex

Ba%VIaHTOB B COMETAHUM C apTEPUNTOM BETBEW NEFOYHOM apTepuy, Puc. 1. AHaToOMU4ecKue Tunbl 60Ne3Hn Taxaacy
HabNIOJATCS TaKXKE OKKITIO3WS NeYeBbIX U NOAB3A0LUHbIX

apTepuii, nopaxkeHne Oyrv aopTbl U MOYEYHbLIX apTEePUI (CUHAPOM

Takasicy — [leHepes)



ApTtepuunt Takasicy (HecneunpnyecKkmm
aopToapTepunT).

* Mopdonorusa: npenmyLiecCTBeHHO
nepuBacKynuT 5
numdomakpodaranbHbIn
UHUNbLTPAT, rPaHynemMbl C
rMMraHTCKUMU MHOrosiiepHbIMU
KrneTKamMu, NpUCTeHOYHbIe
TPoMObI, 3aTemM ¢pmbpo3,
CerMeHTapHbIN CTEHO3 apTepumn

* [penapaTbl: CTEHO3 YCTHLEB
KOPOHapPHbIX apTepun,
MMKpocxoanecxaﬂ KapTvu-la (r -3,,

acKa nn an rnnT\;\




KnaccnpuKkauHoHHbIE KPATEPHH FHIAHTOKJIETOYHOr0 apTepunTa;

@ PASBHTHE CHMIITOMOB 3200/eBaHu ¥ JiMu crapute 50 ner;

& BOZHMKHOBEHME PAHEE HE OTMEYABLIMXCA TOJOBHBIX 00NEH Wil M3MEHEHHE uX
Xapaxkrepa ¥/ uan AoKa3anmM,

< bonesHeHHOCTDb MPH NATLNALUMK HIIH YMeHbIIeHUe MYIbCalMH BHCOYHbIX apTepHi,
HE CHASAHHBIE C aTePOCKAEPO30M apTepuH IeH,

o ypenuyenne COD >50 Mm/u;

& BACKVJIUT € MPEHMYUIECTBEHHO MOHOHVKIAPDHOH uHUALTDAIUE u rpanye-
MATO3HLIM BOCHANeHHEM, ODBIYHO € MHOTOSAEPHBIMM PHIAHTCKUMM KJIeTKAMM,
onpefenfemMsiit tpu OUOMCUN CTEHKH apTePuu.

Hanuane mpéx mobbix Kpureprues 1 60J1€e NO3B0JSeT NOCTaBUTh AHarHo3 ¢ YyBCTBH~

reARHoCcTHIo 93,5% 1 cnendranocrsio 91,2%.

Knaccndukanmonnsie kpurepnn aprepanra Takanacy:

& pavano sabosesanns 8 sodpacre Monoxke 40 ner;

& NEPEeMEKAOIIAACA XPOMOTA HHKHUX KOHETHOCTeH;

& CHIKEHNE TIYALCALNAN HA 0JHON WK 00enX NJICUEBLIX apTePUsX;

¢ pasnuia cucromeckora AL Gonee 10 MM pr.cr. npu ero uamMepenun Ha obeux
NIEUEBKIX APTEPUAX,

O HAMYHE [yMa TP aYCKyahTal[Hi Hajl 06EMMHU TIOAKTIOYUYHBIMA apTePUAMM HIN
OpronHoit aopToi;

O HIMEHEHWA TIPH aHrHorpadnu: CY)XKeHHe [PoCBeTd WM OKKIKO3UA a0PTbl, e Kpyr-
HBLX BETBEA B HPOKCHMAIbHBIX OT/|€1aX BEPXHUX M HUKHMX KOHEUHOCTeH, He cun-
JAHHOE ¢ aTePOCKAepO3oM, GubpoMackyaaprod ancnnasued uap. (poxaasinie,
cersenTapibie),

Hanmuane rpéx mobuix kpurepuen 1 Ho1ee HOIBOASET OCTABATE ARAIHOS ¢ YYBCTII-

rensnocrnio 90,5% u cnewuduanoctiig 97 8%,



Y3enkoBbin nonaptepunt (bonesnb Kyccmaynsa-Menepa).

*[lepnapTtepuunt y3enkoBbin (6one3Hb Kyccmaynsa —
Mewnepa; A. Kussmaul, 1822—1902, HeM. Bpau: R. Meier,
1824—1888, HeM. Bpay, y3eJ5IKOBbI/ MNONIMAPTEPUNT,
y3enKOBbIU MaHapTEepPUUT, CUCTEMHbIN
HEeKPOTU3NPYOLLMKA BAaCKynnUT) — BOcnanuTenbHoe
3aboneBaHne apTepun cpegHero n Menkoro kanubpa
(nanaptepuunT). M3ameHeHnst apTepmumn 4acTo HOCAT
CerMeHTapHbIN XxapakTep U BO3HUKAIOT B MECTaX UX
pas3BeTBreHus. B Hanbonee Tsxkenbix crnyyvasix 6onesHu
BO3MOXXHO 0b6pa3oBaHne aHeEBPU3M, KOTOPbIE MOTYT
nanbnNnMpoBaTbCs B BUAe y3ernkos. [locneacTenamum
TSHKENnoro naHapTepuuTta MoryT ObiTb MUHGAPKTHI,
KpOBOU3NNAHUS, pyoubl
*XapaKTepHO cerMeHTaHpHOe nopaxeHue cocyaoB
no4ek, cepaua, ckenetHbiX Mmbiwil, XKKT, HepBHOM
CUCTEMbI, KOXU
*Mopdonorus:
* OGocTpeHue
» CermMeHTapHbIN 4ECTPYKTUBHbIA NaHAPTEPUNT
(naHapmepuonum), GN6PNHONAHbBIN HEKPO3, A\
HENTPOMUIbI, 303UHOPUINbI, TPOMObI, KPOBOUINUSHUS, *
NHAPKTbI
* Pemuccus
* nponndepaTUBHO-AECTPYKTUBHbBIN U
nponudepaTuBHbLIN apTEPUUNT, CKITEPO3, y3ENKoBOE
yTOrLEeHMe CTEHOK apTepui




Knaccudnkanuounbie KPHTEPHH Y3@JK0BOTO NOJIHAPTEPHHTA:

o NOTepA Maccul Tena nocae Hauana sabonesanus Ha 4 Kr u Gornee, He CBAZAMHAN ¢
OCODEHHOCTSMH NHTAHKUS,

& CeTHATOE JIMBEAO — MATHUCTHIE, CeTUATLIE U3MEHEHHMS PUCYHKA KOXK Ha KOHeW-
HOCTAX W TYJIOBHILE;

¢ HOML B ANUKAX WM UX DONE3HEHHOCTD NPH NMAILIALMH, He CBA3AHHLIE ¢ MH EeKIn-
¢H, TPAaBMOM M T./1.;

& MuanruM, cnabocts Wi OONE3HEHHOCTh MPH NaJbIAUMM B MbIILAX HUKHMX
KOHEYHOCTEeMH;

¢ Pa3BUTHE MOHOHEHPONATHH, MHOXXECTBEHHON MOHOHEHPONATUN WK NOJHHEHPO-
ATHH;,

o passuTHe Al ¢ YPOBHEM AHACTONHYECKOro Aasnerus 6onee 90 Mm pr.cr.;

¢ NOBbIIICHHe MOYEBHHLI KPOBH >40 Mr% wau kpeaTuHHUHA KpoBH >15 Mr%, ne cun-
JAHHOEe € JernaAparaiHeil Wi HapyHIeHHEM BhIJCNeHUSA MOYH,

o nuduumuposanue Bupycom renatura B (Hanuane HBSAZ wim auTuTen K BHpycy
renatuTa B B ChIBOPOTKE KPOBK);

¢ aprepuorpadpuyeckue usMeHeHMsA (AHEBPHM3MBLI MIIH OKKJIIOZHHM BHCUCPANLMLIX
apTepuit), ANArHOCTUPYEeMbIe PH aHIHOrPadGuK, He CBAZAHHBIE C ATEPOCKACPOIOM,
(pubpombie o cnasueit v ApyruHMyu HEBOCTIANIMTENLHBIMM 3a000eBAINIMM,

& IUCTONOTHUCCKME HIMCHCHUSA, CBU/CTENBCTBYIONHE O MPHCYTCTBHM I'PAHYIONMTON
B CTEHKe aprepuil, onpeaensemsie mpu GUOTICHH.

Hanmape Tpéx mobux kpurepues n 601ee no3BoaseT noCTasuTh AHArHO3 ¢ MYHRCTIM-

TenLHOCTLI0 82,2% w cnenmdgurimocriio 86,6%.



CuHpgpom KaBacaku.

CuHppom KaBacaku (T. Kawasaki, COBpeMeHHbI ANOHCKUIA BpaY; OCTPbIA AeTCKUM IMXOPaAOYHbIN
KOXXHO-CITM3UCTO-NTMMOXKEerNe3ncTbI CUHAPOM, CUHAPOM MYKOKYTaHHOro numMmdoy3ana, y3enkoBbIn
nepuapTepumT AeTCKOro Bo3pacTa) - OCTpoe BocnanuTenbHoe 3aboneBaHne, xapakTrepuayercs
NPOJOMKNTENBHOM BbICOKOW, CO «CBEYKaMMU», TeMnepaTypon Tena, AByCTOPOHHUM ByrnbbapHbIM
KOHBIOHKTUBUTOM, CYXMMUW 3pMTEMATO3HbIMU r'y6amu, ManvMHOBbIM LIBETOM $3blka, UHBELMPOBaHHON
CnnM3ncTon o6onoYKol poTOrnoTKU, HEFTHOMHON NUMdoaaeHoONaTUEN N MaKYTO3PUTEMATO3HBIMM ChIMSMU,
MHOroOpMHOW 3PUTEMOM, NAOTHLIM OTEKOM M MOBEPXHOCTHOM AECKBaMaLMEN KOXMN Ha pyKax U Horax.
Kpome Toro, y MHOrnx 60nbHbIX OTMEHaOTCA NOpPaXKeHUs1 CepAeYHO-COCYANCTON CUCTEMbI C KOPOHAPHBIM
apTepumuToMm, aunaraumner n obpasoBaHMEM aHEBPU3M NOPAXKEHHbBIX COCYA0OB, MMOKapaUTOM, apUTMUAMU U
KOPOHAPHOW HeJoCTaTOHHOCTbIO. 3aboneBaHune, NopaXaeT rMaBHbIM 00pa3oM AeTen Mnazlle 5 neT.
leHeTnyeckasa npegpacnonoxeHHOCTb. CHkeHne CD8+, yBenunyeHne CD4+ T-numdounTtos, B-numdoumnTos.
YacTo CnoHTaHHOE BbI3A0POBMEHNE Yepes 3-6 Hedenb

Mopdonorus:

*CUCTEMHbIN  OECTPYKTMBHO-NPponndepaTuBHbLIN
BacCKynuT (CHa4ana nepu-, 3aTeM NaHBaCKYIUT;
doopmumnpoBaHue rpaHyriemM) KpyrHbix (npexane
BCEro, KOPOHAPHbLIX) U MENKUX apTepun, pexe
BEeH; B oO4arax BOCMNaJfieHMa - aHeBpPU3MbI,
paspbiBbl, TPOMObLI, KPOBOUIMUSIHUS, pPeEXe
MWUOKapauT, NnepukapanT, MHapKT MMoKapaa
*MukpodoTtorpadgusa:  nogoCTpbIN/XPOHUYECKUIA
BAaCKynuUT CO CTEHO30M MpocBeTa KOPOHapHOW
aptepum




'paHynemaTo3 BereHepa.

paHynemato3 BereHepa (F. Wegener — HeM.Bpauy-
NaTonor; HeKpoTMYecCKasa TrpaHynema BepXHUX
AblXaTenbHbIX NyTen ¢ HedppuToMm) - 3abonesaHne 13
rpynnbl  CUCTEMHbIX  BaCKynuTOB, [ANfsi  KOTOPOro
XapaKTepHO rpaHynemaTto3HOe NopaxeHne, B MepBYyto
ovepenb, BEPXHUX AbIXaTenbHbIX NyTEN, NErknx n noyek.
HekoTtopble aBTOpbI BblOENsT Tak
Ha3blBaeMbIN rpaHyniemMaTo3 Hoca Kak OdHYy W3 ero
dopM, OHAKO BOSLLUMHCTBO paccMaTpuBaloT ero Kak
camocTodaTernbHoe 3abonesaHue.

Mopdonorus:

* BackynuTt (mnaHBacKynuT) Menkux apTepuin, apTepuorn,
KanunnsipoB (BeH, BEHYN) aHanorn4yHbli Yy3erkoBOMY
nepuapTepumnTty C MakpodararbHbIMK rpaHynemamu,
OKPY>XEHHbIMW  pubpobnactamu, 3NUTENNOULHLIMM
KneTtkamm C NPUMECHIO HENTPOMUIIOB (OeCTpyKund
TKaHu), 903MHOMUNOB, TUFAHTCKUX MHOrosILEPHbIX
knetok. XapatkepeH pgna XXKT u gbixatenbHou
CUCTEMBI.

* QuaroBbiN HEeKPOTU3NPYHOLLUIA,
Me3aHrnonponmgepaTuBHbIn nnm
Me3aHIMoKanunsapHbIn rmomepynoHedpuT,
HEKPOTUYECKUI PUHUT, CUHYCMUT, HOCOBbIE

KpoBOoTe4YEHUNA, MHEBMOHUT C KPOBOXapKaHbEM.




Kaacon@ukanmonnsie xpurepun rpanyaemarosa Berenepa:
o BOCTIAJICHME HOCH W HOAOCTH PTA, A3BLI B NOAOCTY PTA, FTHORHBIE HIK KPOBAHUCT I
BBIACICHH MY HOCH,

O HAMEHEHMN 1 APCKUX (I PeRTTeronornieckom neeneposanun (ysenku, wudiii,
TPATHE WK HOAOCTIY

O MUKPOPEMATY IS {5 SPITPOiINTOn » 1oRe 3peHnst) WIK CKOIIEHHS SPHTPOINTON
I OCAAKE MOYN,

O TP IEMITOANOE B BCTEHRE APTEPUI HAN B DCPUBACKYIRPHOM 1 K-
TPARACKY L OHPEaeaneMoe npi Guoncmm,

Hannune y BOALHONO /IRy X MOOLIX Kpurepnen 1 OoJee TOIBOAACT NOCTABMTE AHd-
" Hoa ¢ HYBCTRATEALHOCTLIO 88% 1 cnenmdurmocriio 92%,



QO03NHOMOUNBbHBLIN FPaHYNEeMaTO3HbIN BaCKynuUT (CUHAPOM
Yepax-LUTpayca)

JQO03MHOMUIBbHBLIU FPaHyfieMaTO3HbIN
BackynuT (cuHapom HYepaoxa—CTtpocca,
Churg—Strauss, annepruyeckuy rpaHynemMmaTo3s)
—CUCTEMHbIN HEKPOTUIUPYHOLLUN CErMEHTaPHbIN
NaHaHrMMTOM MENKMUX COCya0B (apTepuon u _
BEHYI1) C 303MHOMUITLHOW NEPUBACKYNAPHOM
I/IH%)I/IJ'IpraLI,I/IeVI. N3ameHeHua cocyqoB NpmBoaaT
K 0Opa30BaHMO MHOMOYMCIEHHbIX Macbcapon v chcabe o
303NHOPUITbHBLIX UHAPUIETPATOB B TKAHAX U :
opraHax (0Co6eHHO B NIErO4YHOMN TKaHW) C
nocnegyrowmm popMmmpoBaHneEM
nepuBackynsapHbIX rpaHynem. K xapakrepHbim
KNMWHWYECKMM NMpOosBIieHUsM 3abonesaHns
OTHOCATCA TSXKeNbI BpoHXOCNacTUYEeCKNI
CUHOPOM, «JIETYYNE» 303UHOMUITbHBIE NTIErOYHbIE
NHPUNLTPATHI, $m6ponnacmqecmm
aHAokapauT Jledonepa u cTtonkasd 3
rmnepao3nHouUns nepugepmnyeckon Kposu.
Hepenko HabrnogatoTcs Takke nposiBrieHUs
KOXXHOI0O BacKynuTa, nopaxeHme HepBHOM
cuctemMsbl 1 cyctaBoB. 3abonesaHune
BCTpeYaeTcs rnaBHbIM 06pa3om B BO3pacTe B R
40—50 neT. Hepeako y 6ONbHbIX MOXHO BbIABUTL | o &= 40
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Knaccnpukaunonnsie kpurepun cunapoma “lapaxa- Crpocca:
¢ acrMa (sarpyaHenne asixanns win Anddyansie Xpuis pu BAoxe);
& soamopuana >10%;
O WMEPrus B aHaMHe3e: Ce30HHas a/uieprus (aJnepruvecKkdil PUHUT) WK pyrue
AJUICPrHYIECKHE peakuuy (MUIIeBast, KOHTAKTHAA), 32 MCKIIOYeHHEM JIeKapCTBeHHOIM;
¢ MOHOHEHPONATHA, MHOXKECTBEHHAA MOHOHEHPONaTua WM MONUHeRponaTus no
THITY MEPUYaTOK WK YYJIOK;

¢ MUTPUPYIOIIME UK TPAHIUTOPHLIC NETOYHBIE WHOWUALTPATHI, BLIABASEMbLIC NPU
PEHTTEHONOTHYECKOM HCCNIE[JOBAHUM;

4 cunycut (Gonyt UM PEeHTICHONOrHUIeCKHe uaMeHenns B 061aCTH OKOROHOCOBBIX
nasyx).

¢ CKOTJIEHHE 303MHOGUIOB BO BHECOCY/IMCTOM TIPOCTPAHCTBE, ONPEAENAEMOe NPy
buoncuu.

Hanmune y GonpHoro versipéx mobpix xputepres n Gosiee NO3BOAKET NOCTABUTD

JINATHO3 € MYBCTBUTENLHOCTBIO 85% M crienuduyrOoCcThIO 99%.



O6nuTtepupyrowmm nonnairuut (bonesHb BuHnBaptepa-
broprepa)

* OGnNUTEepPUPYIOLLUNA MNOSTMAHTUUT
Bone3Hb BuHusaprtepa- _
oprepa, onMcaH aBCTPUMUCKUM
Xupyprom F. Winiwarter n
aMepuKaHCKMM Bpa4vom L. Buerger;
MUrpUpyrowmnmn Tpomoodcneomr,
obnutepupyrowmmn
TPOMOOAHIMUT) — CErMEHTapHOE
OCTPOE U XpPOHMYEeCKoe
BOCNanuTensHoe 3aboresaHue
apTepui cpeaHero n Menkoro
kKannbpa 1 BeH ¢ nocreayoLwmv
CKNepo3oM 1 obnurtepavmen
npoceeTa; NPeNMyLLECTBEHHO
BOBIEKaKTCH AUCTarbHble OTAErbI
COCYO0B KOHEYHOCTEN, pexe —
apTepun ronoBHOro Mo3ra u
BHYTPEHHMNX OpraHoB. Yalue
3abonesatot I%/&)FILLI,I/IG moroable
MY>XX4nHbl 20—40 nert. NpegnonaratoT
CBsA3b 3aborneBaHus ¢
ceHcnbunmnsaunen Tabakom y
reHeTUYECKN NpeapacnonoXKeHHbIX
nmu,.

 Mopdonorus:

* HeKpoTuaupyloLmin BacCKynuT (ceaMmeHmapHbili oubpUHOUOHBIU HEKPO3,
HelmpoguribHas uHguUibmpauus (8 m.4. u 8 mpombax ¢ popmuposaHuem
abcueccos), netikoyumokasusi) Menkux apTepui, apTepuor, Kanunisipos, BeHyn
NOYEK, KOXW, NErknx, KULWEYHWKA, CepALa, MbILLIL,. HekpoTnanpytoLmmn
rMoMepynoHedpuT, HEKPOTUIMPYIOLLINIA anbBEONUT- Nypnypa, KpOBOXapKaHbe,
rematypusi, NnpoTenHypus, meneHa.




[eMopparnvyeckuun BackynuT (nypnypa
LleHnaAuH-TeHoXa, reMmopparnyeckas

nypnypa,kanulpapoTok

[eHox J. L. Schgnlein n E._N. Henoch) - Hanbonee
pacnpocTpaHéHHoe 3aboneBaHue 13 rpynmnol
CUCTEMHbIX BacKynuToB. B ero ocHoBe riexuT
acenTunyeckoe BOcnaneHne CTeHoK
MUKPOCOCY0B, MHOXECTBEHHOE
MUKpOTpoMbooBpa3oBaHue, nopaxatLlee
COCYAbl KOXW U BHYTPEHHUX OPraHoB (YaLle
BCEI0 NOYEK N KNLLIEYHUKA).

* [NaBHOM NPUYMHON, BbI3blBaKOLLEN 3TO
3aboneBaHue ABNSETCA UMPKYNSaLns B KPOBU
MMMYHHbIX KOMMNS1EKCOB (IgA) 1 aKTUBMPOBAHHbIX
KOMMOHEHTOB CUCTEMbI KOMMNIIEMEHTa

Knaccudmukauusn

1. MNpocTasa nnu KoxxHasa coopma

2. CycTtaBHas (peBmaTtouaHas) opma

3. AbgomunHanbHasa hopma

4. No4yeyHasa opma

5. MonHueHocHas hopma

6. CoueTaHHOe nopaxeHue (cMmelwaHHas ¢popma)



[eMopparnvyeckuun BackynuT (nypnypa
LLleHnauH-T'eHoXa, remopparnyeckas

nypn all OTOM; =~ ~ .7
?T | a4 ‘,"': b DA -
OJDLLECTBOM PEBMATONOroB KnaccudukatiMoHHbIe 1 1 P,

KpUTEPUM reMopparn4eckoro Backynmra, Kotopble oL/ % [l

Ha NPOTSAXeHUN MHorux net (¢ 1990 r.) ycnewHo : '

Mcnonb3yrTcs B auardoctuke (HacoHoB 1 ap., 1999):

1.Manbnupyemasn nypnypa. Crnerka
BO3BbILLIAKOLLMECH TeMOpparnyeckne KoxHbole
N3MEHEHWS, HE CBAA3aHHbIE C TPOMOOLINTONEHNEN.

2.Bo3pacTt meHee 20 net. Bospact Ha4ana 6onesHun
MeHee 20 ner.

3.bonu B xuBote. [AnddysHble 60nu B XMBOTE,
ycunusaroLimecs nocrie npuéma nuLln. unm niemMums
KuLeyHrKa (MOXeT BbiTb KMLWLEYHOE KpOBOTEYEHNE).

4.06HapyXeHue rpaHyfouuToB Npu Guoncum.
McToNOrn4yecKkne N3MeHeHUs, BbISBRSOLLME
rpaHynouunTbl B CTEHKE apTePUON U BEHYI.

Mopdonorus:

HekpoTuanpyoLwmmn Backynut ¢ ombpuHONaHOM
AereHepauuen v n HemTpodUNbLHON
NHGUNbTPaLmen




Knacondmkannonnpie xpaTepnn nypnypsl lenneiina-Tenoxa:

o mansnupyeMas nypnypa (crerka BO3BbIIAONIMECH eMOPPAarHyeckue KoKHble
NAMEHEeHHS, He CBsi3aHHbIe ¢ TpoMbounTOneHHei);

o BoIpacT Monoxe 20 et B Havane 60Me3HH;

o Jnpdpyannie Goim B KUBOTE, YCUIMBAIOUMECH TTOCIE NPUEMA NUILH, MK UIHEMHS
KMIe HHKa (MOKeT BOSHHKHYTD KHIIEYHOe KPOBOTEYeHHe);

& PHCTONOMMYMECKHE M3MEHEHUA B BHAE TPaHYNOUWTAPHON HMHQHILTPALHM CTEHOK
APTEPHOIL M BEHYIL, ONIpeAeIAseMOu ¢ NOMOILbI0 DUONCHH.

Hasuune y 6oanHoro AByx mo6bIX KpuTepHeB ¥ Dosiee Mo3BonsAeT NOCTaBUTEL AKa-

I'HO3 ¢ QYBCTBHTENBHOCTLIO 87,1% M cieunduyroCTbIO 87,7%.



