35

HIPPOKRATIA 2020, 24, 1

min levels were 0.64 mg/dL and 2.43 g/dL, respectively.
She had no comorbidities and was on IFX for 14 months.
A renal biopsy was consistent with AA amyloidosis. A
switch from IFX to ADA resulted in a partial dermatologic response and over 50 % reduction in urinary protein excretion after eight months. Lower extremity edema
also subsided.
Case 8
A 36-year-old male patient was consulted for proteinuria. He had Hurley stage II HS in addition to Crohn’s
disease for seven years. Both the conditions were diagnosed concomitantly, and relapsed while he was administered methotrexate, azathioprine, and glucocorticoids
(GC). He was placed on etanercept (ET) three years ago.
ET remitted Crohn’s disease but not HS. His creatinine
level, urinary protein excretion, and albumin were 0.79
mg/dL, 6 g/day, and 3.2 g/dL, respectively. A renal biopsy confirmed AA amyloidosis. Although after switching
to ADA, the patient maintained his Crohn’s disease state,
HS activity was wholly abolished, and urinary protein
excretion was reduced to 0.8 g/day. The patient is now
stable under ADA for five months.
All the patients except two were males. The median
age was 44, and the median disease duration before the
diagnosis of AA was 15.5 years. In a mean follow-up of 18
± 6 months, we achieved favorable renal responses in four
of the eight cases (50 %). All the cases had a dermatologic
response, with four complete and four partial remissions.
The patients’ baseline characteristics and follow-up data
are presented in Table 2 and Table 3, respectively.

Discussion
We report eight cases of HS complicated with amyloidosis. Although the relationship between HS and amyloidosis was speculated in the 1960s when the first such
case emerged, a recent cross-sectional study has confirmed a link between HS and amyloidosis13. The authors
reported an increased risk of amyloidosis in patients with
HS (Odds ratio =17.5; 95 % CI: 3.6-84.4; p <0.001)13. AA
amyloidosis usually occurs with chronic inflammation.
Uncontrolled inflammation leads to the overproduction
of the serum amyloid A (SAA) protein. Insufficient clearance of AA protein results in its accumulation in tissues
and fibril formation. The kidneys and gastrointestinal
system are the most common deposition sites. The renal
presentation may vary from asymptomatic proteinuria to
nephrotic syndrome, with the former being more common during the early phases of deposition8.
We believe that both FMF and HS contributed to amyloidosis in case 1. In a retrospective study conducted at
the French FMF reference center, six of 151 (4 %) FMF
patients were also found to have HS14. One of these six
patients had AA amyloidosis with nephrotic syndrome
and received anakinra. As a result of anakinra treatment,
his FMF attacks subsided, and HS did not worsen. In a
recent case-control study, Vural et al demonstrated that
the patients with Hurley stage III HS were 4.17 times
more likely to carry a pathogenic FMF gene variant as
compared with patients with Hurley stage I and II15. This
study strongly supported the involvement of the FMF
gene in severe HS.
Anti-tumor necrosis factor (TNF) agents are indicat-

Table 2: Baseline characteristics and failed treatments of the reported eight patients with hidradenitis suppurativa complicated
with amyloidosis.
Patient
1
2
3
4

Age/Gender
50/M
39/F
44/M
62/M

Smoking
Status

Comorbidities

Duration
of HS

Hurley
Stage

Previous Treatments

Former

FMF + arthritis

20

3

Colchicine + Ab + Surgery +
NSAII +
GC + Dapson + Apremilast

Former

-

11

3

Ab + acitresin + isotretinoin +
GC + surgery +ADA

Active

-

18

2-3

Ab + acitresin + surgery +ADA

Active

Hepatitis B
COPD

30

1-2

Ab + GC

5

43/M

Active

-

15

2-3

Ab + GC + Surgery

6

65/M

Former

DM, CAD

10

3

Ab + isotretinoin +
GC + surgery

7

44/F

Active

-

16

3

Ab + acitresin + isotretinoin +
GC + surgery + IFX

8

35/M

Never

Crohn

7

2-3

Ab + GC + MTX + Aza + ET

M: male, F: female, Ab: systemic antibiotics, FMF: Familial Mediterranean Fever, COPD: chronic obstructive pulmonary disease, DM: diabetes, CAD: coronary artery disease, ADA: adalimumab, GC: glucocorticoid, iGC: intralesional glucocorticoids, IFX: Infliximab, MTX:
methotrexate, Aza: azathioprine, ET: etanercept.

