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Tablel Clinical features of 22 patients with cutaneous polyarteritis nodosa

Patient Sex/Age Cutaneous Localization Extracutaneous Follow-
No. at onset (yr) manifestations manifestations up (yr)
1 F/56 o @lower leg - 1
2 FI73 o N @Miower leg Peripheral neuropathy 2
3 FI37 [ @lower leg - 2
4 F/54 o @lower leg - 1
5 M/54 (] ] @[ Jlower leg Fever, Myalgia, Arthralgia 1
6 F/55 H O H[Jlower leg Peripheral neuropathy 2
7 M/51 o0 @thigh, forearm Myalgia 4
Oinstep
FI25 o0 @Olower leg Arthralgia 1
9 Fl21 © |l Ohesl Peripheral neuropathy 3
Hlheel ~sole
[instep
10 FI34 o N @M iower leg, thigh Myalgia 2
11 FI77 [ @] | @Miower leg - 15
Olower leg, thigh
12 M/63 on Olower leg, instep, back Fever 25
Miower leg Weight loss
Peripheral neuropathy
Myalgia
13 F/61 O @Olower leg - 1
14 F/55 [ 1®] | @ OMlower leg, foot Peripheral neuropathy 1
15 F/51 ® N[ @M Jiower leg - 1
16 FI22 ([ J @upper limb, lower limb Fever 13
Myalgia
17 F/60 o0 @Olower leg Fever 5
18 Fl49 o N @Miower leg - 9
19 F/53 o @lower leg - 1
20 FI17 oCH @ OMlower leg Peripheral neuropathy 1
21 F/56 o0 [ @lower leg Arthralgia 12
Olower leg, forearm
[lower leg
22 F/35 o @lower leg, foot, forearm, Peripheral neuropathy 1

palm

Myalgia
Arthralgia

@: Subcutaneous nodules, O: Livedo, Il: Purpura, [ : Ulcers
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Figurel Subcutaneous
nodules.

Figure2 Ulcer.
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Figure3 Histology of CPN (HE).
(Prof. Ishikawa, Gunma University)

Figure4 Histology of CPN (elastic fiber staining).
(Prof. Ishikawa, Gunma University)
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Table2 Skin lesion, frequency, and sites of CPN

Borrier? Diaz-Perez? Daoud® Chen” Nakamura& Furukawa
(15 cases) (23) (79) (20) (22)
<skin lesion>
nodule 100% 82.6% 79.7% 90% 86.3%
livedo 66.7 78.3 B55.7 80 454
ulcer 20 39.1 49.4 35 227
gangrene 13.3 15 n.d.
<site>
leg 100% 95.7% 97.5% 100%
am 333 60.9 329 14.3
head, neck 26.7 39.1 0
trunk 20 34.8 7.6 4.7
buttock 21.7 0

1) Borrie P: Br J Dermatol, 1972, 87: 87-95.

2) Diaz-Perez JL, Winkelmann RK: Arch Dermatol, 1974, 110: 407—414.
3) Daoud M S, Hutton KP, Gibson LE: Br J Dermatol, 1997, 136: 706-713.

4) Chen KR: J Dermatol, 1989, 16: 429-442.
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Table3 A new draft of diagnostic criteriafor cutaneous polyarteritis nodosa”

1. Cutaneous manifestations
Subcutaneous nodules, livedo, purpura, ulcers
2. Histopathological findings

Fibrinoid necrotizing vasculitis of small and medium-sized arteries

3. Exclusion manifestations

(1) Fever (= 38C , = 2 weeks), weight loss (6 kg or more in 6 months)

(2) Hypertension
(3) Rapidly progressive renal failure, renal infarction
(4) Cerebral hemorrhage, cerebral infarction

(5) Myocardial infarction, ischemic heart disease, pericarditis, heart failure

(6) Pleuritis
(7) Intestinal hemorrhage, intestinal infarction
(8) Peripheral neuropathy out of the affected skin lesion

(9) Arthralgia (arthritis) or myalgia (myositis) out of the skin lesion
(10) Abnormal arteriography (multiple microaneurysm, stenosis and obliteration)

4. Decision

Both cutaneous manifestations and histopathological findings without exclusion manifestations
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Cutaneous symptoms are observed in 25-60% of polyarteritis nodosa (PN) patients. On the other hand, cutaneous pol-
yarteritis nodosa (CPN) is designated for the cutaneous limited form of PN and demonstrates benign prognosis. However,
there has been much debate on whether or not CPN can progress to PN. Although CPN lesions are fundamentally limited
to skin, some CPN cases show extracutaneous symptoms such as peripheral neuropathy and myalgia. According to PN di-
agnodtic criteria, a disease with both cutaneous and at least one extracutaneous symptom with appropriate histopathological
findings can be diagnosed as PN. The same istrue according to diagnostic criteria established by ACR. In addition, there are
no specific diagnostic criteriafor CPN. In this study, CPN cases were retrospectively collected from multiple Japanese clinics,
and analyzed for detailed clinical and histopathological manifestations, in order to redefine the dlinical entity of CPN and to
propose appropriate diagnogtic criteriafor CPN and PN. According to the CPN description in Rook’s Textbook of Dermatol-
ogy, we collected 22 cases with appropriate histopathological findings. Of the 22 cases, none progressed to PN or death during
the follow-up period, 32% had peripheral neuropathy, and 27% had myalgia. Regarding extracutaneous symptoms with CPN,
17 dermatological specialistsin vasculitis sustained the opinion that CPN can be accompanied by peripheral neuropathy and
myalgia, but these symptoms are limited to the same area as skin lesions. Based on these results, we devised new drafts for
CPN and PN diagnogtic criteria. Our study shows the efficacy of these criteria, and most dermatologists recognized that our
new diagnostic criteria for CPN and PN are appropriate at the present time. In conclusion, this study suggests that CPN does
not progressto PN, and introduces new drafts for CPN and PN diagnostic criteria. (3 Jpn Coll Angiol, 2009, 49: 87-91)
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