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Suhrn

Lupus profundus je zriedkava choroba. Vyskytuje sa samostatne alebo
zriedkavo aj spolu s diskoidnym alebo systémovym lupus erythemtosus.
Vo vidsine pripadov postihuje tato choroba Zeny vo veku 30—60 rokov.
V podkoZnom tukovom tkanive sa objavia bolestivé, modrasté uzliky
velkosti 1—2 cm. Po mesiaci sa vyvinie atrofia koZe a podkoZného
tukového tkaniva a pozoruje sa prilnavost’ koZe k svalom a kostiam.
V typickych pripadoch st patohistologické nalezy bohaté na lymfocyty
a histiocyty. Terapia pozostiva z podavania antimalarik bud’
samostatne, alebo v kombinacii s kortikosteroidmi a prileZitostne
cytostatikami.

Uvadzame kazuistiku Zeny s 20-roénym trvanim tejto choroby,
kontinudlnou progresiou, nevratnymi zmenami a rezistenciou proti
leic¢be.

Kriadové slova: lupus profundus, lupus erythematosus panniculitis,
panikulitida, koZné choroby.

INTRODUCTION

Panniculitis is a term regarding to progressive chronic
inflammation of subcutaneous fat tissue, characterized by
infiltration of lymphocytes and histiocytes ending with fib-
rosis (1). Panniculitis granulomatosis appears when histio-
cytes make the base of inflamed infiltrate.

Accurate nature of the infiltrates may be confirmed by
biopsy (2). Panniculitis is divided according to histological
criteria into four categories: 1. septal panniculitis; 2. lobu-
lar panniculitis; 3. mixed septal and lobular; and 4. pannicu-
litis along with vasculitis (3). Lupus profundus or lupus eryt-
hematosus panniculitis belongs to mixed panniculitis (1—>5).

Summary

Lupus profundus is a rare disease. It occurs independently as
a separate entity or rarely along with discoid or systemic lupus
erythematosus. In most cases, it is a disease of women between there
thirties and sixties. Painful and bluish nodules develop in subcutaneous
fat tissue ranging in diameter 1—2 cm. After one-month atrophy of
skin and subcutaneous fat tissue occur with adherence of the skin to
muscles and bones. In typical cases pathohistological finding is rich
of lymphocytes and histiocytes. Therapy consists of anti-malarial
drugs alone or in combination with corticosteroids and occasionally
cytotoxic drugs.

We present female patient with 20-year duration of the disease
manifesting continued progression with irreversible changes and
resistance on therapy.

Key words: lupus profundus, lupus erythematosus panniculitis,
panniculitis, skin diseases.

As it is a rare form of panniculitis, we present female pa-
tient with 20-year duration of the disease that manifest con-
tinued progression with irreversible changes.

A CASE REPORT

D.B., disease history number 328915, born 1943, reti-
red, has three children. Family history: There was no simi-
lar disease. History.: Often sore throat in the childhood.
Menarche when 13-year old. Two births, one gemini pre-
gnancy. No abortion. Present disease: Since 1967 has suf-
fer from morning headache and paresthesia in all fingers.
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Fig. 1. Atrophy of the skin and subcutaneous tissue on the thorax
between scapulas, on shoulders, upper arms and scalp.

Since 1980 the headache has been worse. At the same time,
some blue spots appeared on the skin of the left forearm and
scalp. They were transformed into nodules during 2—3 days.
The nodules were located in subcutaneous tissue. They were
also blue coloured, painful, rigid and immobile from the base
(Fig. 1). For some length of time, 3 weeks to one month,
atrophy of the subcutaneous fat tissue developed at the sites
of nodules and consequently scars grew together with base
(muscle, bone). Such a nodules appeared three to four time
a year in variable time intervals. Development of the nodu-
les did not depend on seasons. During 1999 nodule on right
gluteal region and right thigh appeared just as alopecia.

Status: Atrophy of the skin and subcutaneous tissue on
the thorax between scapulas, on shoulders, more right one,
upper arms and scalp (Fig. 1). At these regions the skin
was thinner and livid coloured. The size of atrophic skin
was from coin to palm size. The patient felt the pain while
palpation on atrophic skin. Alopecia was present sporadi-
cally.

Laboratory findings: ESR 23 mm/h (never up to 30 mm/
h); erythrocytes 3.74x10'%/L; hemoglobin 114 g/L; leuko-
cytes 5.0x10%L; urine pH 6.0; CBC: nonsegmental 0.02,
segmental 0.60, lymphocytes 0.34, monocytes 0.04; alkali-
ne phosphatase 62 U/L; ALT 10 U/L; CK 62 U/L; LDH 256
U/L; bilirubin 6.2 Tmol/L; urea 6.8 mmol/L; creatinine 54.0
Tmol/L; urine acid 147.1 Tmol/L. Electrophoresis of serum
proteins: alpha-1 4.5, alpha-2 9.5, beta 12.5, gamma 19.5,
albumins 66. Immunoelectrophoresis: IgG 12700 mg/L, IgA
3200 mg/L, IgM 660 mg/L, C3 complement 880 mg/L, C4
complement 340 mg/L, ceruloplasmin 350 mg/L, haptoglo-
bin 2200 mg/L, CRP less than 5 mg/L. Waaler-Rose test
negative; PLT 1.4; Latex test negative; LE cells negative;
ANF negative.

Fig. 2. Atrophic flat epidermis, mixoid degeneration of papillary co-
rium, inflammed focal infiltrates (lymphocytes, histiocytes) and sub-
cutaneous fat necrosis (reticular layer and connective tissue).

Histological findings: In the histological sample of the
skin and subcutaneous fat tissue pathological changes in-
volved all layers (Fig. 2). Microscopically, there was atrop-
hic flat epidermis with less manifested epidermal extensions
and mixoid degeneration of papillary corium. In dermis the-
re were extensive inflamed focal infiltrates, mostly consist
of lymphocytes and some histiocytes, especially near hair
follicle. In the reticular layer of dermis and subcutaneous
fat tissue there were foci of necrosis, sporadically with eryt-
hrocyte extravasation. Vessels with thickened endothelium
and perivascular lymphocyte infiltrates, focal necrosis of fat
cells and scar connective tissue with infiltrates of lympho-
cytes, plasma cells and macrophages were found in subcu-
taneous fat tissue.

Radiological findings of the region of developed nodu-
les was normal.

Treatment: Therapy with corticosteroids and azathiop-
rine has taken place since 1980 and it lasted only year with
minor therapeutic effects. After that, there was therapeutic
trial with doxycycline, but without any significant improve-
ment. Since 1982 the patient has been treated by nonsteroi-
dal anti-inflammatory drugs that also did not influence on
clinical picture of the disease. In 1999 has started therapy
with antimalarials (Resochin) that have lead to rarely relap-
ses and milder clinical picture. Now, there are no signs of
disease progression and the patient feels better.

DISCUSSION

Original description o lupus panniculitis was derived
from Kaposi in 19. century (4): Term “lupus profundus” dates
from thirties of 20. century. In the fifties of the same century
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was discovered that patients with lupus profundus often do
not have characteristics of systemic lupus but changes of
discoid lupus (2). Characteristic pathohistological picture
of lupus profundus was described and treatment with anti-
malarials and corticosteroids has been introduced in the six-
ties of 20. century.

Lupus profundus or lupus erythematosus panniculitis
most often appears in adult women (5, 6). Some cases in
children were described too.

The changes consist of nodules in subcutaneous tissue
that are sensitive on palpation and could ulcerate. The no-
dules most often develop in subcutaneous tissue of the face,
upper extremities or gluteal region and thighs, as it was in
our patient.

Histologically, lupus profundus is clear and it appears as
a primary entity in patients without evidence of SLE or some
other autoimmune disease (6, 7, 8).

Performed histological examination of epidermis and
dermis confirm lobular panniculitis (lupus profundus) as it
was stated in literature (2, 7). However, in the lesion in sub-
cutis that was old two days we found inflamed infiltrate cor-
responding to septal panniculitis, and in the second sample
of the same patient that was old five days we found lobular
picture of fatty necrosis that is characteristic of pancreatic
panniculitis. These findings show that mixed form of panni-
culitis, in which belong lupus profundus too, is changing
during its definitive forming.

Categorization of lupus panniculitis into mixed panni-
culitis could be useful in the future due to definition of pat-
hogenesis and treatment of this rare disease.

Lupus profundus was described along with discoid and
very rarely with systemic lupus erythematosus, Sjogren’s
syndrome, sialoadenitis, rheumatoid arthritis, mixed connec-
tive tissue disease, Hashimoto’s thyroiditis, immune hemo-
lytic anemia and immune thrombocytopenic purpura, but in
50 % cases a s a primary entity.

Lupus panniculitis differs from other forms of pannicu-
litis by its clinical presentation and distribution of the chan-
ges. Lesions develop mostly on proximal parts of upper ex-
tremities, trunk, face and head. They rarely appear on lower
extremities.

Other states that could clinically resemble lupus panni-
culitis are necrotic vasculitis that involves subcutaneous fat
tissue, cytophagic histiocytic panniculitis and false panni-
culitis (6). They have different pathohistological findings
(9). Panniculitis appearing in pancreas diseases or trauma
has different clinical and pathological characteristics and

panniculitis caused by the lack of alpha-1-antitrypsin, has
different clinical, pathological and laboratory findings. Pan-
niculitis of connective tissue appears rarely and differs pat-
hologically by its lobular panniculitis and caseous necrosis.
Weber-Christian’s panniculitis is clinically characterized by
fever.

Antimalarials are useful for the treatment, but in case of
their omission, relapses appear again. Better results have
been achieved by combination of antimalarials and corti-
costeroids (10). Dapson and azathioprine are reserved for
the resistant cases. Single cases react to thalidomide.

Lethal cases have not been described.

In conclusion, lupus profundus panniculitis occurs inde-
pendently as a separate entity or rarely along with discoid
or systemic lupus erythematosus. Serological abnormalities
are extremely rare. That is why the diagnosis is based on
histological finding and clinical picture. Antimalarials and
corticosteroids are recommended therapy, but it is hardly to
define its real worth.
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RHEUMATIC FEVER — IS IT STILL A PROBLEM?
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REUMATICKA HORUCKA — JE STALE PROBLEMOM?

J Antimicrob Chemotherapy, 45, 2000, s. 13—21.

Incidencia reumatickej horucky v priebehu poslednych 50
rokov klesla v rozvinutych krajinach na priemerna rocnt in-
cidenciu 0,5 pripadu na 100 000 deti v Skolskom veku. V roz-
vojovych krajinach vSak zostava endemickym ochorenim
aro¢na incidencia je 100—200 pripadoc na 100 000 deti.
V industrializovanych krajinach sa ob¢as zaznamenaju izo-
lované epidémie (napr. v USA v rokoch 1985—1987). V su-
Casnosti stale prevlada koncepcia, ze vznik reumatickej ho-
racky je odrazom autoimunitnej odpovede organizmu na
infekciu betahemolytickym streptokokom skupiny A. V po-
slednych rokoch vSak narasta zdujem o §tadium faktorov vi-
rulencie streptokokov a pozornost sa stustred’uje predovset-

kym na protein M, podl'a ktorého mozno diferencovat’ viac
ako 80 roznych sérotypov. Otdzka, preco urcity sérotyp ma
vyraznejsi reumatogénny potencidl, nie je zodpovedana. Dia-
gnoéza reumatickej horacky v rozvinutych krajinach je v su-
Casnosti tazka aj vzhl'adom na jej nizku incidenciu. Navyse
d’al§im problémom je spolahliva diferenciacia medzi reuma-
tickou hori€kou a poststreptokokovou reaktivnou artritidou.
Preto vo vicSine eurdpskych krajin stale plati odporucenie,
ze treba liecit’ antibiotikami vSetky pripady faryngitid a ton-
zilitid napriek tomu, ze asi iba 20 % pripadov je zapracine-
nych betahemolytickdm streptokokom skupiny A.

F. MATEICKA

IMMUNOSUPPRESSANT USE WITHOUT BONE LOSS —
IMPLICATIONS FOR BONE LOSS AFTER TRANSPLANTATION

G.R. GOODMAN, L.R. DISSANAYAKE, B.R. SODAM, E. GORODETSKY, J. LU, Y.F. MA, W.S.S. JEE, S. EPSTEIN

IMUNOSUPRESIA BEZ STRATY KOSTNEJ HMOTY —DOSLEDKY
PRE POSTTRANSPLANTACNY UBYTOK KOSTNEJ HMOTY

J Bone Metab Miner Res, 16, 2001, s. 72—78.

Liecba cyklosporinom A (CsA) je asosiovana s posttran-
splantacnou kostnou chorobou. V poslednom ¢ase boli vy-
vinuté u¢inné imunosupresiva ako rapamycin (sirolimus,
SRL), ktoré maji menej vyrazné neziaduce u€inky. Nedav-
ne experimenty ukazali, ze pri vysokej imunosupresivnej
ucinnosti ma SRL relativne niz§i negativny ucinok na kost-
ny metabolizmus. Kombinacia nizkych davok CsA a SRL
preukazuje in vivo synergické imunosupresivne vlastnosti.

Ciel'om tejto Studie bolo preskiimat’ efekt kombinova-
nej lieCby nizkymi davkami CsA a SRL na kostny metabo-
lizmus ako potencialnu kost’ Setriacu alternativu posttran-
splanta¢nej imunosupresie. 119 potkanov bolo rozdelenych
do 6 skupin: kontrola, vehikulum, CsA — vysoka davka,
CsA — nizka davka, SRL — nizka davka, kombinacia CsA
a SRL — nizke davky. Kontrolna skupina bola usmrtena

v den 0 a vySetrena histomorfometricky. Odber krvi a vaze-
nie v ostatnyc skupinach sa robili 0., 28., 56. a 84. den po-
kusu. Potkany boli usmrtené 84. den pre potreby histomor-
fometrie. V odobratych vzorkach bol analyzovany
mocovinovy dusik, kreatinin a osteokalcin.

Osteokalcin bol signifikantne zvySeny na 28. a 56. den
v skupine s vysokou davkou CsA. V tejto skupine zaroven
histomorfometria preukézala pritomnost’ osteopénie. V sku-
pine s nizkou davkou CsA sa pozoroval mierny ubytok kost-
nej hmoty, kym nizka davka SRL a kombinovana nizka davka
CsA a SRL boli bez negativneho ucinku.

Synergicka kombinacia nizkej davky CsA a SRL predsta-
vuje nadejnu verziu posttransplanta¢nej imunosupresie s mini-
malizovanymi neziaducimi Gi¢inkami na kostny metabolizmus.
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