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Sarcoidosis is  chronic non-caseifying granulomatous disease

that is multisystemic and idiopathic.1,2 Löfgren’s syndrome (LS)

is an acute grade I form of sarcoidosis which evolves benignly

and without sequelae in 95% of cases.3,4 It  gives rise to stereo-

typed clinical findings: erythema nodosum (EN), bilateral hilar

lymphadenopathies, involvement of the joints and fever (the clas-

sic triad).3,4 We  present the case of a  patient who  debuted with

classic LS.

A woman in the third decade of life, Caucasian, an active smoker

with a BMI  of 34 and subclinical hypothyroidism, without other

noteworthy medical factors. She was admitted due to  symptoms

that had evolved over 4 weeks, of asthenia, 38 ◦C fever and cuta-

neous bilateral pretibial and forearm lesions (Fig. 1Aand B) that

are clinically indicative of EN: erythematous papules, indurate,

painful and not pruriginous, as well as pain and tumefaction in

both ankles, knees and hands, indicative of periarthritis (Fig. 1C).

The rest of the physical examination was normal. In blood analy-

sis the erythrocyte sedimentation rate in the first hour of 78 mm

stood out, with 13,000/mm3 leucocytosis. Viral and bacterial serol-

ogy was performed, together with ACE, autoantibodies, calciuria,

blood and Mantoux cultures, all of which were negative. Tho-

racic x-ray (Fig. 1D) showed bilateral hilar lymphadenopathies,

corroborated by high resolution thoracic CT imaging (Fig. 1E)

and gammagraphy using gallium-67 (Fig. 1F), with a normal pul-

monary parenchyma. Biopsy of a  skin lesion showed predominantly

septal histiocytic inflammatory infiltrate, without necrosis or vas-

culitis, with negative Ziehl-Neelsen staining, compatible with EN

(Fig. 1G, H and I). Bronchoscopy, respiratory function tests, eye
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fundus and the bone x-ray series were normal. The Ziehl-Neelsen

staining and Löwenstein–Jensen bronchoaspirate culture from the

bronchoscopy were negative. LS was  diagnosed by exclusion and

clinical-radiological means. Treatment with 40 mg  oral prednisone

commenced (in decreasing doses), with a favourable evolution after

12 and 24 weeks of clinical, radiological and respiratory function

follow-up.

Transbronchial biopsy is  indicated in  all probable cases of

sarcoidosis, except for those with classic LS (only in  the case of  uni-

lateral hilar or isolated right paratracheal lymphadenopathies).1–4

Nevertheless, several entities should be  considered in the differen-

tial diagnosis with LS or stage I sarcoidosis (Hodgkin’s lymphoma,

tuberculous lymphadenitis, Whipple’s disease, yersiniosis, brucelo-

sis, syphilis and the initial phase of HIV), which were all reasonably

excluded in our  case. On  the other hand, the diagnosis of EN is

clinical, and skin biopsy is  indicated in certain cases (persistent

symptoms, atypical location, ulceration, the suspicion of  infection

by Mycobacterium or leukocytoclastic vasculitis).1–4 In our case this

was  not indispensable. Although up to two thirds of cases may remit

spontaneously, steroid therapy for LS is the first line of treatment.1,2

It should be underlined that a response to treatment does not neces-

sarily confirm the diagnosis of sarcoidosis; an exhaustive follow-up

is therefore essential, re-evaluating the case and ruling out other

diseases in the case of resistance or  relapse. It  is  also necessary to

take into account non-adherence, inappropriate doses or progres-

sion of the disease. Likewise, measurement of ACE levels in serum

is not  very sensitive, and nor is  it specific as a diagnostic test or a

therapeutic guide.1,2

2173-5743/© 2022 Elsevier España, S.L.U. and Sociedad Española de Reumatologı́a y Colegio Mexicano de Reumatologı́a. All  rights reserved.

https://doi.org/10.1016/j.reumae.2023.02.004
http://www.reumatologiaclinica.org
http://crossmark.crossref.org/dialog/?doi=10.1016/j.reumae.2023.02.004&domain=pdf
mailto:rqanneta.gipss@gencat.cat


R. Qanneta Reumatología Clínica 19 (2023) 171–172

Figure 1. (A and B) Skin lesions in the form of erythematous indurate papules at pretibial level on the right leg and left forearm, respectively, indicative of erythema nodosum.

(C)  Tumefaction of the right hand, indicative of periarthritis. (D,  E  and F) Simple x-ray of the  thorax, CT image of the thorax and gallium-67 gammagraphy showing bilateral

hilar  lymphadenopathies. (G, H  and I) Histopathology of a  skin lesion showing predominantly septal histiocytic inflammatory infiltrate, without necrosis or vasculitis.
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