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® suggestive of vasculitis of postcapiltary venules
palpakle purpura
chronic uricaria
hemorrhagic vesicle or bullae
nonspecific erythematous macule or papule
® suggestive of small artery vasculitis of involving panniculitis
erythema nodosum
erythema induratum

® suggestive of vasculitis involving medium-sized artery
livedo reticularis
subcutaneous nodule
uiceration
peripheral gangrene

deep ecchymosis
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1. Periarteritis nodosa
2. Allergic granulomatosts
3. Wegener's granulomatosis
4, Leukocytoclastic angiitis (hypersensitivity angiitis)
5. Giant cell arteritis
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® Systemic necrotizing vasculitis of the polyartentis nodosa group
Classic polyarteritis nodosa
Allergic angiitis and granulomatosis (Churg-Strauss disease)
Palyangiitis overlap syndrome

® Hypersensitivity vasculitis (predominantly cutaneous disease)
Henoch-Schonlein purpura
Serum sickness-like reactions
Associated with other underlying disease processes including

collagen disease, autoimmune diseass, infections, and neoplasm

Associated with a known antigenic stimulus

® Wegener's granulomatosis

® Giant cell areritides
Temporal (cranial) areritis
Takayasu's arteritis

® Bohcet's disease

® Mucocutaneous lymph node syndrome {Kawasaki's disease)

® Thromboangiitis obliterans (Buerger's disease)

® |solated (primary) angiitis of the CNS

ﬁlm Cupps, T. R., and Fauci, A. S. Majcr, problem_in Internal medicine, Vol. 21;

The Vasculitides. Philadelphia: W. B. Saunders, 1981.

10
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® Small Vessels

Polymarphonuclear

*Allergic vasculitis’ (maladie tirsymptome)

Localized forms (erythema elevatum diutinum)
Anaphylactoid purpura (Henoch-Schonlein purpura)
Acute febrile neutrophilic dermatosis (Sweet)
Hypersensitivity angiitis {(Zeek)

In ‘connective-tissue’ disorders

Erythema nodosum (early)

Bowel associated dermatitis arthritis syndrome
Behcet's disease pustular lesions

Uricarial vasculitis-hypocomplementemia

Lymphocytic

Drug eruptions {(sorme)

Toxic and multiform erythema
Erythema nodosum {late)

Pityriasis lichencides acuta
Dysproteinemia; macroglobulinemia
Malignant atrophic papulosis
Perniosis

Kawasaki

Granulomatous

Systemic

Focal

Wegener's granulomalosis
Allergic granuiomatosis
Infective forms (leprosy, syphitis, tuberculosis)

Lymphomatoid granulomatasis

Lethal midiine granuloma

Eosinophilic and necrotizing focal granulomas
Cogan's syndrome

Facial granuloma

Nodular vasculitis

11
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® Large vessels
Polymorphonuclear
Polyarterttis nodosa
Superficial migratory thrombophiebitis
Lymphangitis
Lymphocytic
Peripheral vascular disease
Lupus erythematosus
Granulomatous
Giant cell arteritis

Erylhemna induratum (Bazin)

Takayasu's syndrome.

[N

Ryan, T. J. Cutaneous Vasculitis. In R. H. Champion; J. L. Burton; and
F. J. Ebling (eds.), Textbook of Dermatalogy, pp. 1893-1961. Oxford:

Blackwell Scientific Publications, 1992.
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® Hypersensitivity vasculitis

® Henoch-Schonlein purpura

® Polyartentis nodosa

& Wegener's granulomatosis

® Aliergic granulomatous angiitis of Churg-Strauss

® Giant celt artentis

fun Hunder, G. G., et al. The American Callege of Rheumatology 1990 criteria for the
classification of vasculitis, Arthritis Rheum. 33 (1990); 1065-1067,
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Investigative Small cutaneous blood vessels Small and large cutanecus bicod vessels Extravascular
approach granuloma
Reutine Pericapillary Thrombesis Lymphocytic Necretizing Granulomafous Arlerilis Vasculitis with Vasculilis (Usually
histopathelogic hemorrhage vasculitis' or Ieukocytodaﬁitc vasculiﬁ; atypical lymphaid leukocytoclastic)
studies “purpura simplex” vasculéti5+ infilrate presentin 1/3 of
lymphocytic cases
inflammation
D”_—T Neg. for Ig Pos. forig +/- C3 Pos, forlg+/-C3in | Pos. forlg +/-C3 Pos. forig +/-C3 Pos. forig +/- C3% | Pos. for Ig +/-C3 Pos. forlg +/- C3
1/3 of cases (e.g., +Ilg Ain HSP)
Tissue cuitures NA Selected cases (e.g., | Selecled cases (e.g., | Selected cases All cases {neg.) NA Selected cases Selected cases
septic embcali) viral infection) (neg.)
Leukocyle MoAb NA NA Selected cases (e.g., | ya' Selected cases NA Ail cases Seiecled cases
studies pityriasis (e.q.. LP) (e.g.. LP)
lichenasides)
Frequency of Rare Common 1/3 of cases Common Very common Usually only Common Very common
systemic disorders neuropathy
Associated diseases | Usually none Yesn Yesk Yes" Yes Yes Yes‘ Yesnn

*DIF=direct immunofiuorescence microscopy; e.g.,=for example; HSP=Hencch-Schonlein purpura; Ig=immunoglobulins (G,M, A} LP=Iyrnph6pr0lifefaﬁve disorders; MoAb=monaclonal antibody;

NA=not applicable; neg. =negative; pos. =positive.

Mixed paiterns of these three types can occur.

T . . .
Select early lesion, noninfarcted lissue.

£l



QMay be restricted to small superficial vessels.
"
Unless associated with lymphoproliferative diseases or systemic granulomalosis.

- :
Infection, diserders of coagulation (e.q.. coumarin-induced necrosis, menoclonal cryeglobulinemia, antiphosphalipid syndrome), livedo reticularis.

.4
Drug reaction, infection, inflammatory disorders (e.g. pityriasis lichenoides), malignant lesion.

*“Infection, drug reaction, inflammatory diseases, (g.g.. lupus erythematosus, theumatoid arthriis), Wegener's granulomatosis, HSP, erythema elevatum diutinum, systemic periarteritis nodosa
mixed cryoglobulinemia, idiopalhic, '
++
Lymphoproliferative discrders, inflammatory disorders, infeclions, neuropathy. systemic granulomatoses {Churg-Strauss, Wegener's).
+4++
Neurcpathy, fever, arthralgias, antiphospholipid syndrome, Churg-Strauss granulomatosis.

"'Lymphornatoid granulomatosis”, lymphoma, lymphomatoid papulosis, pityriasis lichenoides.

T
Churg-Strauss granulomatosis, Wegener's granulomatesis, lymphogproliferative disorders, infections, inflammatory and autoimmune diseases.

a1 Gibson, L. E. Cutaneous vasculitis: Approach to diagnosis and systemic associations. Mayo Clinic Proc. 65 (1990) ; 221-229.
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Condition

Definition

rge-Vesse culitis™

Giant cell (temporal
arteritis)

Granulomatous arteritis of the aorta and its major
branches, with a predilection for the extracranial
branches of the carctid artery; often involves the
temporal artery; usually occurs in patients older
than 50 years and cften is associated with

polymyalgia rheumatica

Takayasu arteritis

Granulematous inflammation of the acria and its
major branches; usually occurs in patiehts

younger than 50 years

Medium:Sized Vessel Vasculitis*

Polyarteritis nodosa
{classical polyarteritis

nodosa)

Necrotizing inflammation of medium-sized or small
arteries without glomerulenephrnitis or vasculitis in

arericles, capillaries, or venules

Kawasaki disease

Areritis involving large, medium-sized, and small
arieries, and associated with mucocutaneous
lymph node syndrome; ceronary arleries are often
invoived; aorta and veins may be involved; usually

occurs in children

Smail-Vessel Vasculitis*

Woegener's

granulomatosis*;

Granulomateus inflammaticn involving the
respiratory tract, and necrotizing vasculitis
affecting small- to medium-sized vessels, e.g.,
capillanes, venules, arterioles, and arteries;

necrotizing glomerulenephritis is common

Churg-Strauss

syndrome™®

Eosinophil-rich and granulomatcous inftammation
invelving the respiratory tract and necrotizing
vasculitis affecting small- to medium-sized
vessels, and associaled with asthma and blood

eosinophilia

15
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Condition

Definition

Small-Ve sculitis*

Microscopic polyangiitis
(microscopic

polyar'ceritis)+C

Necrotizing vasculitis with few or no immune
deposits affecting small vessels, i.e., capillaries,
venules, or arterioles; necrotizing arteritis involving
small- and medium-sized arteries may be present;
necrotizing glomerulonephritis is very commoen;

pulmonary capillaritis often occurs

Henoch-Schonlsin

Vasculitis with g A-dominant immune deposits

cryoglobulinemic

PUFPl-"'&‘c ‘ affecting small vessels, i.e., capillaries, venules, or
artericles; typically invoives skin, gut, and glomeruli,
and is associated with arthralgias or arthritis

Essential Vasculitis with cryoglobulin immune deposits

affecling small vessels, i.e., capillaries, venules, or

leukocytoclastic

vasculitis

e G )
vasculitis arterioles, and associated with cryoglobulins in
serum; skin and glomeruli are often involved
Cutaneous Isolated cutaneous leukocytoclastic angiitis without

systemic vasculitis or gldmeruronephriiis

16

“Large artery refers to the aorta and the largest branches directed toward major body regions (e.q.. to the extremities

and the head and neck); medium-sized artery refers to the main visceral arteries (e.g., renal, hepatic. coronary, and

mesenteric arteries). and small arlery refers to the distal arterial racials that connect with arterioles (e.g., renal arcuate

and interlobular arteries). Note that some small- and large- vessel vasculitides may involve medium-sized arteries:

but large- and medium-sized vessel vasculitides do not involve vessels smaller than arteries.

-SLroneg associated with antineutrophil cytoplasmic autoantibodies

“tday be accompanied by glomerulonephritis and can manifest as nephritis ar pulmonary-renal vasculitic syndrome

i&:l Jennette, C. J.; Milling, D. M.; and Falk, R. J. Vasculitis Affecting the Skin. Arch. Dermatal.

130 (1994): 899-9085.
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Cupps and Fauci

Ackerman

Periartentis nodosa

Polyarteritis. nodosa

(classic)

Large vessel (arterial)
neutrophitic

leukocytoclastic vasculitis

Hypersensitivity angiitis

Hypersensitivity angiitis

Small vessel (capillary-
venule) neutrophilic

leukocytoclastic vasculitis

Rheumatic angiitis

Hypersensitivity angiitis

Allergic granulomatous

angiitis

Polyartentis nodosa group

{allergic angiitis and

Large vessel histiocytic

(granulomatous vasculitis)

17

granulomatous, Churg-

Strauss variant)

Temporal arteritis Giant cell arteritides Large vessel histiocytic

(granulematous) vasculitis

Wun  Zeek, P. M. Periarteritis nodosa and other forms of necrotizing angiitis. N, Engl. J. Med.
248 (1953):764-772,

Cupps, T. R,, and Fauci, A, S. Major problem in Internal medicine, Vol. 21: The Vasculitides.
Philadelphia: W. B, Saunders, 1981.

Ackerman, A. B. Histologic diagnosis of Inflammatory skin diseases. Philadelphia: Lea &

Febiger, 1078.
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Types of vasculitis No. of cases
Palyarteritis nodosa 118
Churg-Strauss syndrome 120
Wegener's granuiomatosis 85
Hypersensitivity vasculitis 93
Henoch-Schonlein purpura 85
Giant ceil (temporal) arteritis 214
Takayasu arteritis 63
Other vasculilis, type unspecified 128
Vasculitis with a connective tissue disease 141
Kawasaki disease 52
Nonvasculitis 20
Total 1020

i1 Hunder, G. G.: Arend, W. P.: Bloch, D. A.; et al. The American College of
Rheumatology 1990 crileria for the classification of vasculitis. Acthritis
Rheum. 33 (1590): 1065-1067.



) e - w
a1 10 tllareslsaussgiimanitensanfandniny

Vasculitis associated with coexistent disease
® Rheumatoid arthritis, 12%

® Malignancy, 8%

#® Polyarteritts nodosa, 7%

® Systemic lupus erythematosus, 6%

® Sjogren's syndrome, 3%

® \Wegener's granulomafosis. 3%

® Granuloma faciale, 3%

® Hypergammaglobulinemic purpura, 2%
® Churg-Strauss syndrome, 2%

Vasculitis associated with precipitaling events
& Drug reaction, 13%

® Bacterial infection, 8%

® Viral infection, 1%

Vasculitis of uncertain cause

® |diopathic palpable purpura, 13%

® Chronic urticaria or angioedema, 10%

Henoch-Schonlein purpura, 4%

Idiopathic vasculitis with nodules, 3%

2 }
41 Sanchez, N. P.; van Hale H. M.; and Su, D. Clinical and histopathologic spectrum

of necrolizing vascuiitis, Arch; Dermatol. - 121 {(1985); 220-224.
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Disease Presenting to Mean M:F (%) % of Total
Rheumetoiogist age Presenting to
{N=1020/ at onset Dermatologist
% of Totel) {yrs.) {N=101)

Polyarteritis 118 (12%) 48 62:38 7%

nodosa

Churg-Strauss 20 (2%) 50 63:37 2%

Wegener's 85 (8.5%) 45 63:37 3%

Hypersensitivity 93 (9%) 47 46:54 16% idiopathic

vasculitis 13% drug associated
9% infection
associaled

Henoch- 85 (8.5%) 17 54:46 4%

"Schonlein:

purpura

Giant celt 214 (21%) 69 25:75

(temporal)

Takayasu 83 (6%) 28 14:86

Kawasaki, 213 (21%) 21%, no Kawasaki

rheumatic

vasculitides

Other (urticarial, 129 (13) 44 45:55 10% urticarial,

cryoglobulinemia, angioedema

eic.) 9% malignancy
associated
3% cryoglobulinemia
3% granuloma faciale
2% hypergamma-
globulinemia purpura

ﬁm_ Hunder, G. G.; Arend, W. P.; Bloch, D, A.; etal. The American College of
Rheumatology 1990 criteria for the classification of vasculitis. Arthritis_Rheum.
33 (1990): 1065-1067.
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Vasculitides Incidence Mean age Sex Genetic
(per 100,000) \p] (% male) markers
al onset
Polyartentis nodosa 108 48 62% none
(HBsAg+)
Allergic granuloma- - rare 50 52-65% -
tosis and angiitis
Wegener's rare 45 64% HLA-B7, D8
granulomatosis DR2
Kawasaki disease rare 1.0-1.5 60% HLA-Bw22
(Japan)
Kawasaki disease very rare 2.9-3,8 60% HLA-Bw51
(USA)
Hypersensitivity less common 47 46% -
vasculitis
Henoch-Schonilein 14 4.5-17 54% -
purpura
Behcet's syndrome variable 27 66% HLA-B51,
DRw52
Takayasu arteritis 0.26 26 14% HLA-A10, B5
Bw52, DR2,
DR4, MB1
Giant cell arteritis 15-30 69 20% HLA-DR4

22

Fan Cupps, T. R. Vasculilis. In H.R. Schamacher; . H. Klippel; and W.-J. Koopman (eds.),
Primer.in Rheumatic Diseases, pp. 136-140. Atlanta: Arthritis Foundation, 1993.

AINITUATAINITRANIMNIARLN (Clinical manifestation) (A19197 13)
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- - -y A‘ -~ - | . . . i ] 1
nesnisunisduTUMeemBensuImAn 1Aun distal artery, arteriole, capillary uasfininisafigafe

postcapillary venule @audsannfiiniuvaesfenauisnasazansing

ANMILEYINARYN
annsoudadlu 2 naulugife SnymenaARIninuREami (cutaneous manifestation) WAZAiWUNT

72U (systemic manifestation)

ol o - - - » i on e '
senlsmRRamisdviinanusemdendnisuitluaogiuun  stnslafiAsenlmiRomislis

g BN ynnesitutu
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fnruzdanmzAelialalzavie  Badaiuswnsodfisseslrsfisdusaiul
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wasmR ansniauia ladulnasai nanisitanidinsnsinuaivglaesifisteulzauuy  palpable

1 [ v - 1 H j 4 - L]
purpura fanfuninfisssvuesdiildieny (necrotic pustule) innnsnerenlzadelinansosenasn

ol - IJ - - - % K vy 1 b 4 . (26)
AnseulzrsomnsmBendninuniasnnireneuRnide (septic vasculitis) udfilan gonococcemia
nmaataduuenisadasardelsziAussuanimmeaaininig saununimaanaianjifninfudn uen
X AN e, S .

antizenlzanuy purpura AnanzanulLUsEAREAENBUMNAIN serum sickness kAT

. . : 4 v W d’ - N N
cryoglobulinemia $94%Y Henoch-Schonlein  purpura 1580 ugnanigearanylsily microscopic
polyarteritis, Wegener's syndrome W% Churg-Strauss syndrome wiawuluvassiisnsnisudamson

>

U connective tissue disease 1Y systemic lupus erythematosus $93%3 rheumatoid arthritis  WHE
Sjogren’s syndrome UranUaniUN N aNzT {paraneopfastic vasculitis) URENITUAEN (drug-
. . o & e ! - o o . -,
induced vasculiis) TwiusaRgiurenlzakuufiyuinisUluduiawm (cutaneous nodule)  saru
yusniau ludulAiamia (subcutaneous nodute) a1aiimann polyarteritis nodosa, microscopic
polyarieritis {microscopic polyangiitis), Wegener's syndrome, Churg-Strauss syndrome, Takayasu

(1,4,22.24)

.y - o .. L] : - H o o A’
arteritis  WRY giant cell (temporal) arteritis fialunddu usesBassniaufiiimsinnisings

L4
49 yananiidlanusias

=l ot - -~ -~ v 3 4 1 N L
wushFeAsranurenlzasnenesana1nlffaegy Janeway lesion Lius
-l ol - = ol - G A - 1 li. ¥ » .
?'mmqmﬂﬂ'f?ﬂmmnnvmmﬂamwmunnwmzﬂ:ﬂunumlm ?amT?nﬂnﬁm:ma']wmqwu'l.m 'l.mu.n
sealsmiuY palpable purpura HusNRn (urticarial plaque} ﬁjméu (nodule) UTBKAR (uicer) ludu
” = v s - o o 4 o -
ﬂnﬁmsﬂwu'lmnaauﬂ:;mnwm:mm']:wqm'aummu palpable purpura TainnwuluusesRaRaUNm

Lﬁﬂﬁﬂ L (22,25.41,47,50-51}

sonlznsananalssnausnsoufidurasiung (erythema) FarnanzoanaunelulF
SansfitRanseelsa (blanchable) usrdaufiRssInEanaantdufouivasltiannronaltanangll
¥ (nonblanchable) “” Taevinlisaelsauyy palpable purpura-sinfisaslseihufiuus (erythematous
lesion) HsnAauuR N Rsuu Rl palpable purpura TamsinAs U dalie
wieusnoduudadedesarnell  Buuseiinsniiorany il s¥mevenlsRifistluion
neninflammatory microvascular occlusion fﬁuﬂunamn ischemic injury mﬂumrﬁuﬁhﬁﬁuum‘?‘uﬁmitu
Fhifeftidanszuimuninnussnsuss {(wound healing) m?immn?ﬂﬂf?ﬁm'aq'ﬁ'\mmmmo}aﬂnmn
ﬁuLﬂuéaéﬂﬁm diasansenlzeuinfiAmaan ischemic injury fafimmeseBonlussinngyes
u‘muuﬂmwmﬁq:ﬂﬁ'nwm:mamﬁﬁnLm::f-gawm“ﬁ'iﬂmﬁﬁ’mﬁﬁqﬁmﬂu‘iimﬁLﬁm'lusi'nawﬂgmﬁ'am

fnay 5%
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Lo Ll 1] | - : 1 J - l./ 1 g
Rouiedusoniteliflsd  Audnwoctiusnsnentuauiminlume  eranurenlsmshufiusuiviee
wanarfiniay (postinflammatory hyperpigmentation) uftainzeslanananellls  wassiBansmaus

» g + . . oy -~ L - e - - J
ne9iignFunda urticarial vasculitis uazgnimithmsesifesdnisufnlndulanaadinafiani ©

] d‘ P I ol - . - a
ranlrauviduieanuld 1dun suyudnaufifiands (inflammatory nodule)  Fowtdafinvemne
W Fomnde (large area of necrosis) ¥in hiwtsouslun (arge ulcer) '-iqﬂqﬂﬁqmsé’nl.nmm\:
; LY o A, o
unasifaafinnadlndfuwiug @20 Pagunamtenluiulionldnfinnnlugfigafn smal
(e e . e .
artericle us venule Teglufufiomly  wiveesiReswsnlidilunminniusesifasruinanans
. L : } - ‘ J - 'Q - L b3
(medium-sized blood vessel)  faudusanlaifsauiiinienuasmdansniauitauidainfinsannig
- - - 1 L) -l ] -,y - v ol
snisuysmsesisnnmdniiutoulung wiinvsss@assunmsiieesdisneianmls  vesmifes
o J—. ar all ar -l -~ -l ‘.‘« . 'Y - -
dnisunHwlRainusnetansnisttemsesten ufuwlwiduddty  Siunsniaussvess
ol - ‘ [ : =1 : - 4 - [l ] 1 [ -dln - : -
@esnunmanerssiniuiuvsemfos luduluimdianslugng  dumgneuifoniiliaanvaen
- " VU L apa . - , al - g AP
Wweadnisu Tudumluwvisuinie luduldioniinenaabinusenlaantatantstitesesnludiufiomis
»

UrngWidiudld  fdaiunislinuseslzauuy purpura saafusselsmsansnilimanndtaduuenln

-_ o » ] of =t 1 [ -d' 1l 1 -’l’v d' nl'
weasdandniauaanlllf  atialsid seelsmunmsyusnauilsiil purpura saudheiiinwylulniud

»
Anssnisurnstuldfomis (panniculitis) hinands @

- ‘ a - o ol o v W

TwunensiiaswureslsAull palpable purpura saxrusenlzafhfiuumelidnEncauiuag e

' . - P nr .
$19um (retiform) 16 SrwenBanmifsauiuusandanausidndinwyululss Henoch- Schonlein purpura

i, oW “ v @ » N (55 X
usidaulugusagilalsmsansnn siniimsnulsauuy palpable purpura inviu usnani ananulu
vy . . , o w P - a o - x -
tilatl mixed cryoglobulinemia UWsEENAae  TunsneENR&NINIAAIVR O AR ERTLARNaTe MM

»

widuRnuaziulFluiusswulminelulss Wegener's syndrome uss polyarteritis nodosa unagte &

gursuruaafisaseslsafinieaiaiuinululia enythema multiforme ® une Sweet's syndrome

e

. L) " 49. AN : . ,

AN LN NARUNTIW LTS LU ITue N9 s wazigu 1 wundy Uimidlesminiranig
-l' » < dl ' :d - n~ - 1 1 1 ,
Weewr udu viremaduensfitatusesn@enimnausesndaoznieluiondon iy Raynaud's

gy o~ 2 y /) £
phenomenon 81N sUamNENIleTINAUNIATIANLAMNERUNFAYEY serum skeletal muscle enzyme
v ] ar 1 ol =4 ] v -l <
amsiamviasfuiumsdiegaanssiifamb  InssranuRessenuuytewdu (occult) ¥e Wemaan
dniau (hematochezia) Wianusaniursa@nUnfAnes pancreatic enzyme usit liver enzyme wiailannis
o . e ‘ . ) P | )
SUMINBNULY angina $aNfLNTASISNLTZHL serum myocardial enzyme gemwitaflennisonetinany
>

hw@es (hematuria) viemsrawulegnalutinenas (proteinuria)  usnanfienaiiainisees
mononeuritis multiplex $asAUANARLUNRU84 nerve conduction WieanisUamususwiteanssinsuuy
caudication usasainsEsUnFinieanad (cerebral dysfunction) Wia B nstiaUniinaiuen (visual

(4.11)

. - -
dysfunction) AIFFN 13
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® Skin
Purpura, petechiae, ecchymoses
Erythemaious macules, papules, nodules
Urticaria, livedo reticularis
Necrosis, ulceration
Vesicles, pustules, bullae
Pyoderma gangrenosum-like lesions
Erythema multiforme-like
Sweet's-like lesions

® Musculoskeletal system
Arthralgia or arthritis
Myalgia or myositis

& Nervous system
Moneneuntis muitiplex
Cerebrovascular accident
Organic brain syndrome

® Respiratory system
Epitaxis
Pulmonary infiltrate
Asthma
Rhinitis

® Cardiovascular system
Myocardial infarction
Congestive heart failure
Hypertensicn
Aortic insufficiency
Claudication

® Gastrointestinal system
Abdominal pain
Hematochezia

®  Genitourinary system

Glomerulonephritis

25
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A ENNNNURNENEAT5INEY (Pathogenesis and pathophysiclogy)

nniauteIMasafes Insisywizuasad essniaudalntuinassfindadlunirdnayues
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usgssannsin  dinainnimeususmgiAniulseueusiued DudrAguasdalue)dul §isen
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nilnhustisd 3 Tufsanuguasundndltinnzieimessmfen  nelnneisedindiefifiaan
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Suapmesndndli amnraeiunelflseerdnifFe s ludninaees Ae Anhus reaction unziifin

& et . L - am ~ Y 2 v da X . -

tuluyeiRe serum sickness MASNHUENNARINUAZIANENTINEIAREARITURTsTUTLUGaNEER

Snianlusnpe 73525892

N »
Maurice Arthus Tufle.m. 1903 Uvansdnulas@sgfuddaluudutiomienansssitg - ud
v £ . ) o “m e .
AINun 2 flaviReSanseiutnBnefy nudindilfiEunfishuenisimondumiiisnielu 1 9ol
. . o Y . o
uRsBanszdiy Inedidnunizdrdtyme Havidauas uss aantduiinussanns 2 42l sswufiukuy palpable
- X . E % ' ° mam o X
purpura FisAuuaTil hemorrhagie necrosis (intumsan luiign Nl 4-10 Falae  UfBeRfintui
] ' . . 4 3 - = d' | 9 -l . -‘ -l - -ld‘
Qni3undn direct active Arthus reaction  ugnaniersisUfinfinfrusfetuilelnunuiivuesi
o [ Y oa s - d‘ =i - -l . B . L o ol
Sz lufufonissdadvasedediveufianluszuuluadiiow (circuating antigen) atjufa  viads
- » -l - ddl L4 L3 ::' -, -~ lﬂl © [ -l at = - — d' - J : ]
waudlaunwdaunisueudiveansunisdtludiulonidiiuminieoin  Gundfite st

reverse passive Arthus reaction Wex local passive Arthus reaction Ranaasy >

ﬁ'nmu:meaﬂwﬂﬁawuwmﬁwﬁ'\m?nmﬁfﬁm Arthus reaction wutlsiRemuafiansRsunsn
‘iuﬂufuu’w.ﬂu‘fmmﬂu postcapillary venule wRzHN e endothelial cell YRIURBABRAYUIMIANTIN
fusl extravasation of erythrocytes uazidlanmssenlsaiinauen@ulse?d direct immunofluorescence A%
NULBUFIAU uﬂuﬁmﬁuﬂznnuwﬁLuwﬁm:ﬁuiwnamﬁmn?mmﬁtﬁmﬂﬁﬁ?mﬁqnd'néouﬁumimﬂq
nuugussunandlurzunlusi3eu (circulating immune complex) ©”

Pirquet uaz Schick luilm.a. 1951 wud‘n}&.’lqmﬁnﬁlﬁ%’unﬂﬁnmﬁw diphtheria antitoxin 7
wiisnAnAAshaziineninld seumde donde Au ussrsaantlinatuianiznielu 8-12 Sunsy
WFFuRFuuscFnngueinaziisn serum sickness ® 31 Germuth usz Dixon LB UABLINGNT UL

- - = J J - - o - " G5
N7 ldmasnRiuns (complement consumption) istuluszasias MduusiunIsfisainissansan &

= .

* v
nsifenssireiuinaanniddulanlseunsefuliineafuaduedndnsiety st
{ o - ) = ol o . - : r
FannmaduueuRiaunilBunamanifiu (antigen excess) weuRusAnwuLlu lgGunzigM (iudou
. A o woa « ool .
Wi weuAusnfintuazsuiulilsfuudanysesfinhfuyureunindriszaels (soluble immune
complex) Fadimwmsnnnanlasvae (macrophage) Bignunradufiusasfin phagocytosis 19
- - f-=ll e ] =4 J . ] <y - [ B d' o : L
fuyguanundndiszaelifanandellimsfindmasnten  douduyussumfnduunsivgdisfistud
azgnifiufiulse phagocytic cell Asbiduinnvapinlifionaemfendniay NANIEYBIBNYUARINAENT

nnmdnfindimsemfesdutisguieaifinannimnsziulnadadusia  uu Bamtiiu (histamine) vie
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L3
sl (serctonin) WistudIuveImaunRLsTuszuLlualion (circulating fragment of complement)
- cdd o . y . iy e
videean turbulence visetledeiineniuszunluedeu (hemodynamic factor) By wiswmiiukeda
- ) - 1 J - bl - - n . ™
flinsuwids  wusnssdsarfhudriFvndsninindludilon serum  sickness-like vasculitis Az
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A e o - - - ro X P v ol A o omw
Lt af nrrumd L eafiamiiarnunizsnigunysresasfsdifntuus siineud Benadiuin
Iy o 3 IJ - - : J 1 o
fim palpable purpura Wi ludwnisAifammnmduie lunsdnwuienszduliina serum
. ' 13 » -] = ' » 9 - | e
sickness WU e Tiuneuninzzduazamnrasemaianewsemdenls faviulusoaidy
- - ol - = e - - -l :- - fnll 1 ool =l
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o - -l' [ -Jd o - = e‘ - v < -
nimien (platelet) Tagnnazsusion Ig E ATlANSINNZYTE C5a BRIZRNRINMINITAUABNNG LA
- PR o 8w . - - X -
Bamriunngenanuiasialy  endothelial cell RgUinsuaniu (round up) UAZHNIIUARIBEN
. . - - ‘ J. ‘ -l el - - e -

(expression) 184 selectin UL&E inlegrin 1MNAN  HANIAATUABITNYUABNINANTINZRENMABAREAUST
AantenszdussamBunsianuan Inelunzciyes serum sickness szifimnnznzziusinuma classical
pathway WA lLweBAEEASIIELILNANTEL LW Henoch-Schonlein purpura aMafimnznIzaueIung

allernative pathway 70

- » . » 1 » ol - o v oo ¥ . d. [l v =l
Faldnarndnasiy  nagsnsziiussnduiuialsvinminiannenszsu endothelial cell nylndiAn
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AuLhnaiimeessfuyunsnnind  ¥aldinsussaasnss achesion molecule 1 NTW 11N
P-selectin 39 adhesion molecule FanaaazduAy integrin Lufssanslalanunioinsiaatg
v X o mw o - - o] N - -
UAN 1 nnsduilazyin idmAasnialvefanfialunan endothelial lining IBIIUREMAEAAINUIN
o - . & e .
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e X X S . _ o
E-selectin (AMILMRETiNI2uamaanTas ICAM-1 uantiu  Buansmsaiiazyinlyi endothelial cell Ui

oo m ol W X — g
WindananicInsiisfinategilldadraiuasntuaumganaslufign <

a4 - v - ‘e o 4 - o mya v o
dledfmnisnazdurannasiibidesBsiuwinmala  Aaxinlifisnzede Csa Sadlu
. [ - Y ‘ £ - - L.y ; t
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mimsemdasfaiuiuguuaeining © lTusasdeaiuesiimmdaiudoisiie My elastase,
collagenase, cathepsin D, cathepsin E U protease Eu']ﬂﬂnmﬁﬁﬁum'lu&iﬂuﬂﬂmﬁﬂm EuTerdven
-“ a1 W stn v ] o ol - ) 1 ) Pl -I' o o
HfssaliAnnisaiie Csa nintukeztimtsagntsinifadnguinnssuwasadaaniniuy  waws
| 1 -~ ) . . - 1 - acu
Wamanawmsrimuuszgneen Aazifisiiu leukocytoclasis vialmslamdeatadudneusnaneniinegn
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fgnanyhinululeai €
4‘ ' - - A L 3 l:' o - - . ‘I -4 + -
adisfassafalnsfagnnazdussuiadudtsl myeloperoxidase Fvazyinauianriu NADPH
o ' a o a4 ‘
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#finan cryoglobulinemia foulug  usuBieusinazidly autologous  antigen videfluuevduamdedy
fumesmdsuiBudmdubigunsundnd  suvsendeasnisuifaannindefaiais
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wananwislunmiiausudiaunniiutiihingy  udsrafisandademefugnrraerinltiueufues
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Genetics
®|mmune response
®HLA association
Antigen
*Chemical fealures (eg. Affinily for memibsrane)
#3Size (small antigen are most pathogenic)
®Valence (low valence is most pathogenic}
® Antigenicity (weak antigens favor antigen excess)
Antibody
®Class {delermines ability to bind to Fc receptor)
®Yaience (Ig M is larger and has more Fc ends)
®Complement fixation (fixation faver removal by C3b receptors)

®Affinity (weak affinity favor complex formation)

Lattice
®Size (intermediate complexes eg. 195, are most pathogenic)
®Ratio of antibody o antigen {slight antigen excess favors vasculitis)

#Amount (oo many complexes can saturate phagocytes)

Blood vessel
®Milieu of mediators (histamine favor lodgement)
®| ocation (dependent areas are predisposed)
®Size (determines clinical syndrome)
®Turbulence of blood flow (preferentiat deposition at vessel
bifurcation)
®Organ (eg. Skin vs. Kidneys)

Function of the mononuclear phagocyte system

Mediators
®Histamine (amplifies)
®Prostaglandins (amplifies)
®Kinins {amplify)
8Coagulation factor (amplify)
#®Protease inhibitors (dampen)
®Antithrombin 11l (dampens)

SFibrinolytic system (dampens)
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Disease process Antimyeloperoxidase Antiserine proteinase
{p-ANCA) {c-ANCA)
Wegener's syndrome Rare (5%) Common (80%)
Microscopic polyangiits | Common {50-680%) Common (45%)
(polyarteritis)
Churg-Strauss syndrome | Common (70%) Rare (7%])

ﬁy_’l Barnhill, R. L.; and Busam, K. J. Vascular Diseases. In D. Elder; R. Elenitsas;

C. Jaworsky, and B. Johnson (eds.), Lever's Histopathology of the Skin,
pp. 185-208. New York: Lippincoti-Raven, 1997, - ’
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