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Abstract

Introduction: Lupus disease has a wide range of clinical manifestations. Finger necrosis is often described
during the disease. We report an exceptional case of isolated digital necrosis as a presenting symptom of SLE in a
Senegalese of type VI prototype.

Observation: A 33-year-old man, smoker 1 pack/year, had consulted for a 3-year evolving digital necrosis and
repeated amputations. On examination, the general condition was altered and the right radial pulse was not
palpable. The diagnosis of lupus vasculitis was established in presence of the anti-Sm positive antibodies and ruling
out of other vasculitis causes. The evolution was good under corticosteroid, antimalarial and anticoagulant therapy.
No recurrence was observed after a three-year following.

Discussion: Digital necrosis is one of the late manifestations of SLE. It occurs rarely as primary or the only
manifestation of SLE. Therefore, in our patient, before establishing SLE diagnosis we have ruled out as a priority,
systemic scleroderma and Berger disease. The occurrence of this a typical SLE manifestation in an African man
makes our observation more unusual.
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Introduction

Finger necrosis has wide variety of causes. The main causes are
systemic scleroderma and arterial disease [1]. It is rarely described in
SLE. In fact, digital necrosis affects less than 1% of patients with SLE
[2], and they occur mainly in chronic and protracted SLE [3]. In such
cases, they are not always bound to an antiphospholipid antibody
syndrome [4]. In Africa, lupus vasculitis with isolated finger necrosis is
very rarely reported. We report an exceptional case of isolated digital
necrosis as a presenting symptom of SLE in a Senegalese of type VI

prototype.

Observation

A 33-year-old patient, a professional cook, smoker, 1 pack-year,
weaned 3 years ago, with consulted for a severe Raynaud's syndrome,
digital necrosis in the last 3 years and two episodes of digital
amputations in an orthopaedic department. Past medical history
revealed treated and cured declared pulmonary tuberculosis. There
was no evidence for addiction or blood transfusion. In addition, there
was a notion of familial polyarthritis. Physical examination showed
necrosis of the fourth and fifth finger of the right hand, amputation of
the second and third homo lateral fingers (Figure 1) and stellar scars
on the pulp of the fingers of the left hand (Figure 2).

Figure 1: Finger necrosis and a previous amputation.
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Figure 2: Finger scarring in a SLE patient with Raynaud
phenomenon.

The left radial and ulnar pulses were weakened and cardiac
hyperretism. The rest of the physical examination was normal. The
blood count was normal, the C-Reactive Protein was 24 mg/l, and the
first hour ESR 50 mm, BUN and serum creatinine and 24-H
proteinuria as well as U/A were normal. HIV serology and AgHbs were
negative. The anti-U1RNP, anti SmRNP and anti Sm antibodies were
all greater than 8 (according to laboratory standards, these values are
positive if they are greater than 1.2). The p-ANCAs were positive, with
an anti-MPO and anti-PR3 negative. Anti-scl-70, anti-centromere,
anti-Jo-1, anti-SSA/Ro, SSB/lupus anticoagulant and anti-
phospholipids antibodies (anticardiolipin, lupus anticoagulant and
anti-B 2-glycoprotein I) were negative. The radiograph of the hands
showed a bone demineralization (Figure 3).

Figure 3: Demineralization of the hand bones of the in a SLE patient
with digital necrosis.

The electrocardiogram showed sinus tachycardia, an incomplete
right branch block and left ventricular hypertrophy. Doppler
echocardiography and upper echocardiography were normal. Thoracic
CT showed superior left lobar parenchymal lesions with no other
abnormalities. Based on these clinical and immunological signs, the
diagnosis of lupus vasculitis was retained. Disarticulation of the
necrotic phalanges was performed. The patient treated with
prednisone, at 1 mg/kg per 24 h, hydroxychloroquine at 400 mg per 24
h, combined with an oral anticoagulant (Acenocoumarol). Dildiazem
was stored as a symptomatic treatment of Raynaud’s phenomenon. The
evolution was marked by a complete regression of necrosis (Figure 4),
we noticed no recurrence and after a 3-years follow-up.

F

all

Figure 4: Amputation stumps six months after treatment in a SLE
patient with digital necrosis.

Discussion

Our patient had lupus vasculitis. In addition of SLE, the other
possible diagnoses were systemic scleroderma, Buerger's disease and
cryoglobulinemia. The diagnosis of systemic scleroderma could not be
established because of the lack of the required criteria (ACR/EULAR
criteria 2013) [5]. Buerger's disease is an elimination diagnosis. For
cryoglobulinemia, the HbsAg was negative and our patient did not
have any risk factors for hepatitis C exposure. More over our patient
showed SLE specific anti-Sm antibodies.

Indeed, it is obviously demonstrated that the presence of anti-Sm
antibodies is very specific for systemic lupus [6]. In addition, the
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presence of both anti-Sm and anti-U1RNP antibodies is more common
in SLE patients with darker phototype, as demonstrated in African-
Americans [7]. In dark phototype patients with SLE as in our patient,
when both anti-Sm and anti-UIRNP antibodies are associated, the
visceral and hematological manifestations are less frequent [8].

Severe Raynaud phenomenon and finger necrosis as the only
manifestation of SLE in a young African patient with dark phototype is
very rare, what makes the distinctiveness of our observation
exceptional. Raynaud phenomenon is described only in 10 to 45% of
patient with SLE [9] and it seems to be related to age and the presence
of other skin manifestation [9,10]. Our patient had no other skin
manifestation. As Immunologic point of view, studies have shown that
the Raynaud phenomenon is linked to the presence of antibodies
against UIRNP [11,12]. During SLE what is the case in our patient.
Finger necrosis is rarely reported during SLE. They usually occur
several years after the appearance of other manifestations [13]. Liu et
al. [13] showed that long lasted course, presence of a Raynaud
phenomenon and a positive CRP are the major predictors of digital
necrosis in a patient with SLE [13].

Our patient had only the two latest risk factors. However, his Job as
a cook could worsen for Raynaud phenomenon due to a frequent cold
exposure. The causes of Finger necrosis in SLE are mainly vasculitis or
vascular thrombosis, especially when SLE is associated with
antiphospholipid syndrome (APS), hypercoagulability,
hyperhomocysteinemia or early onset atherosclerosis [13,14]. Indeed,
digital necrosis is more frequent in APS associated SLE, with a
frequency between 3.3 and 7.5% [15,16]. In our patient, the arterial
sonography of the upper limbs was normal, that is in favour of a
vasculitis. This vasculitis with isolated digital necrosis, during the SLE
is exceptional in the African dark phototype, especially in men. To our
knowledge, only two female cases were reported by a Nigerian team in
2012 [17] and one of them showed positive B2 glycoproteins.

The other uniqueness of our observation is the p-ANCA positivity.
These antibodies are linked to lupus nephropathy, during SLE, and not
to digital necrosis [18]. Laboratory finding of renal disease in our
patient were negative.

As treatment, the authors suggest a daily dose of > 1 mg prednisone
associated with cyclophosphamide and an anticoagulant or platelet
aggregation inhibitors [13]. They had demonstrated that the
introduction of this corticosteroid therapy, within the first 3 weeks,
reduces the risk of amputation. In our patient, the lack of knowledge
about this form of SLE was the origin of the diagnostic delay, what
conducted to two episodes of amputation.

Conclusion

Digital necrosis has a wide range of causes and requires an
exhaustive clinical investigation. Given this clinical picture, a close
collaboration between surgeon and dermatologist is necessary for a
proper management these patients to avoid diagnostic mistakes and
repeated amputations.

References

1. Cailleux N, Lévesque H, Gilbert P, Joly P, Lauret P, et al. (1994) Les
nécroses digitales du membre supérieur en dehors de la sclérodermie.
Etude rétrospective a propos de 45 observations. ] Mal Vasc 19: 22-26.

2. Dubois El, Arterberry JD (1962) Grangrene as a manifestation of
systemic lupus erythematosus. JAMA 181: 366-374.

3. Haounou E, Zahlane M, Essaadouni L (2014) Nécrose digitale extensive
révélant un lupus systémique tardif. Rev Med Int 5: 147.

4.  Vocks E, Welcker M, Ring J (2000) Digital gangrene: a rare skin symptom
in systemic lupus erythematosus. ] Eur Acad Dermatol Venereol 14:
419-421

5. Hoogen FVD, Khanna D, Fransen J, Johnson SR, Baron M, et al. (2013)
2013 Classification Criteria for Systemic Sclerosis. Arthritis Rheum 11:
2737-2747.

6. Benito EG, Schur PH, Lahita R, American College of Rheumatology ad
hoc committee on immunologic testing guidelines (2004) Guidelines for
immunologic laboratory testing in the rheumatic diseases: anti-Sm and
anti-RNP antibody tests. Arthritis Rheum 51: 1030-1044.

7. To CH, Petri M (2005) Is Antibody Clustering Predictive of Clinical
Subsets and Damage in Systemic Lupus Erythematosus? Arthritis Rheum
52:4003-4010.

8. Ter Borg EJ, Groen H, Horst G, Limburg PC, Wouda AA, et al. (1990)
Clinical associations of antiribonucleoprotein antibodies in patients with
systemic lupus erythematosus. Semin Arthritis Rheum 20: 164-173.

9. Ward MM, Poilisson RP (1989) A meta-analysis of the clinical
manifestations of older-onset systemic lupus erythematosus. Arthritis
Rheum 32: 1226-1232.

10. Hashimoto H, Tsuda H, Hirano T, Takasaki Y, Matsumoto T, et al. (1987)
Differences in clinical and immunological findings of systemic lupus
erythematosus related to age. ] Rheumatol 14: 497-501.

11. Furtado RN, Pucinelli ML, Cristo VV, Andrade LE, Sato EI (2002)
Scleroderma-like nailfold capillaroscopic abnormalities are associated
with anti-U1-RNP antibodies and Raynaud’s phenomenon in SLE
patients. Lupus 11: 35-41.

12. Dimant ], Ginzler E, Schlesinger M, Diamond GSH, Kaplan D, et al.
(1979) The clinical significance of Raynaud’s phenomenon in systemic
lupus erythematosus. Arthritis Rheum 22: 815-819.

13. Liu A, Zhang W, Tian X, Zhang X, Zhang F, Zeng X (2009) Prevalence,
risk factors and outcome of digital gangrene in 2684 lupus patients. Lupus
18:1112-1118.

14. Sherer Y, Zinger H, Shoenfeld Y (2010) Atherosclerosis in systemic lupus
erythematosus. Autoimmun 43: 98-102.

15. Knarik G (2006) Clinical characteristics of patients with systemic lupus
erythematosus with anticardiolipin antibody. APLAR ] Rheumatol A21-
278

16. Asherson RA, Frances C, Taccarino L, Khamashta MA, Malacarne F, et al.
(2006) The antiphospholipid antibody syndrome: diagnosis, skin
manifestations and current therapy. Clin Exp Rheumatol 24: S46-51.

17. Adelowo O, Olaosebikan H, Ajani W, Omosebi D T (2012) Digital
gangrene as the initial presentation of systemic Lupus erythematosus.
BM]J Case Rep

18. Wang Y, Huang X, Cai J, Xie L, Wang W, et al. (2016) Clinicopathologic
Characteristics and Outcomes of Lupus Nephritis With Antineutrophil
Cytoplasmic Antibody. Medicine (Baltimore) 95: €2580.

Lupus Open Access, an open access journal

Volume 3 « Issue 1 « 1000131


http://dx.doi.org/10.1001/jama.1962.03050310006002
http://dx.doi.org/10.1001/jama.1962.03050310006002
https://doi.org/10.1002/art.38098
https://doi.org/10.1002/art.38098
https://doi.org/10.1002/art.38098
https://doi.org/10.1002/art.20836
https://doi.org/10.1002/art.20836
https://doi.org/10.1002/art.20836
https://doi.org/10.1002/art.20836
https://doi.org/10.1002/art.21414
https://doi.org/10.1002/art.21414
https://doi.org/10.1002/art.21414
http://dx.doi.org/10.1016/0049-0172(90)90057-M
http://dx.doi.org/10.1016/0049-0172(90)90057-M
http://dx.doi.org/10.1016/0049-0172(90)90057-M
https://doi.org/10.1191/0961203302lu144oa
https://doi.org/10.1191/0961203302lu144oa
https://doi.org/10.1191/0961203302lu144oa
https://doi.org/10.1191/0961203302lu144oa
https://doi.org/10.1177/0961203309106643
https://doi.org/10.1177/0961203309106643
https://doi.org/10.1177/0961203309106643
https://doi.org/10.3109/08916930903374527
https://doi.org/10.3109/08916930903374527
https://doi.org/10.1136/bcr-2012-006259
https://doi.org/10.1136/bcr-2012-006259
https://doi.org/10.1136/bcr-2012-006259
https://dx.doi.org/10.1097%2FMD.0000000000002580
https://dx.doi.org/10.1097%2FMD.0000000000002580
https://dx.doi.org/10.1097%2FMD.0000000000002580

	Contents
	Isolated Digital Necrosis in a Young Phototype VI Senegalese, Revealing Systemic Lupus Erythematosis (SLE)
	Abstract
	Keywords:
	Introduction
	Observation
	Discussion
	Conclusion
	References


