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Abstract

Sporadic Inclusion Body Myositis (IBM) is the most common ac-
quired myopathy after the age of 45. Often there is a delay in diag-
nosis as the disease may be mistaken for other inflammatory my-
opathies and other neuromuscular disorders such as motor neuron
disease. One of the hallmarks of the disease is distal finger flexor
weakness but non-neurologists who see IBM may not have the ex-
J pertise to make this assessment. Other clinical signs that require less
expertise may be of value in identifying this disorder.

We present three cases of patients with IBM who had loss of
wrinkling of the dorsal distal interphalangeal joints of the fingers
that was not seen in any control patients who had no finger flexor
weakness.

The loss of wrinkling of the dorsal distal interphalangeal joints of
the fingers is an additional physical exam finding that could distin-

guish IBM from other neuromuscular disorders.

Keywords: Clinical neurology examination; all neuromuscular dis-
ease; muscle disease; inclusion body myositis.

Introduction

Sporadic Inclusion Body Myositis (IBM) is the most common
acquired myopathy after the age of 45 [1,2]. However, the diag-
nosis can be hard to make, with frequent delay in diagnosis of
five to eight years from symptom onset [3,4]. Most patients re-
ceive another diagnosis - with same percentage of patients be-
ing first diagnosed with motor neuron disease as IBM [4]. Both
present as painless weakness that can be asymmetric and/or
accompanied by dysphagia.

Finger flexor weakness is a hallmark of IBM. In particular,
selective weakness of the flexor digitorum profundi and flexor
pollicis longus with sparing of long finger extensors and intrin-
sic hand muscles typically distinguishes IBM from amyotrophic
lateral sclerosis [5,6]. Ideally, providers should always test for

finger flexor weakness in these types of patients, but this is not
always done as part of the routine physical/neurological exam
and can be missed by non-muscle specialists. We present a
case series of three patients that suggest that looking at loss of
creases may be an additional exam finding that raises suspicion
for finger flexor weakness, and in the appropriate clinical sce-
nario, aid in diagnosing IBM.

Case presentations
Case l

61-year-old male with type 2 diabetes mellitus presented
with swallowing difficulty for 4-5 months. Upon further ques-
tioning, the patient reported seven years of progressive proxi-
mal weakness involving lower extremities more than upper.
Amyotrophic lateral sclerosis was the initial top differential un-
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til the attending physician noticed striking loss of dorsal Distal
Interphalangeal (DIP) creases (Panel A). This finding prompted
further examination, which revealed significant weakness in
distal finger flexors. The left 4th digit was most affected with at
least a 1/5 strength on the MRC scale. The other digits shown
in Panel A were less affected (at least 3/5), but still showed dor-
sal crease loss compared to healthy age-matched control (Panel
D). Grip strength by Jamar handheld dynamometry showed di-
minished grip strength - 9 kg - in the left hand. There were no
clear limitations to the passive range of motion at the DIP. Cre-
atine kinase levels were in the upper 200s. His Electromyogram
(EMG) showed myopathic changes. Muscle biopsy showed
nearly end-stage myopathy, myonecrosis and regeneration, fo-
cal endomysial T-lymphocytic infiltration and rimmed vacuoles,
consistent with sporadic Inclusion Body Myositis (IBM).

Case 2

61-year-old male who presented with three-year history of
difficulty arising from a chair. He noted weakness in the right
finger flexors (panel B) that was insidious for 10 years spread-
ing to the left finger flexors in the prior year. His EMG showed
myopathic changes; muscle biopsy endomysial inflammation
without rimmed vacuoles. He was treated with multiple im-
munosuppressants to no avail. His slow progression, striking
involvement of deep finger flexors, and lack of response to im-
munosuppression, was most consistent with sporadic IBM.

Case 3

75-year-old female who presented with 13-year-old history
of slowly progressive difficulty getting up from the floor or a
chair. This started insidiously without significant exacerbations
or clear improvements. Over the last ten years, she has had pro-
gressive weakness of her knee extensors and her arms, especial-
ly her left-hand grip which was most noticeable after breaking
her wrist. Over the years, she has also developed dysphagia for
solids such as bananas or muffins but not liquids. Her creatine
kinase was reportedly over 2000. A muscle biopsy of right quad-
riceps showed endomysial inflammation, and she was treated
with immunosuppressants such as prednisone, azathioprine,
methotrexate, mycophenolate, rituximab with no clear im-
provement in strength. Prednisone caused avascular necrosis of
the left hip requiring a hip replacement; azathioprine increased
liver function tests; methotrexate oral ulcers; mycophenolate
urinary tract infections. Her left fingers also showed loss of fin-
ger creases (panel C). Her slow progression, deep finger flexors
and knee extensor weakness, and lack of response to immu-
nosuppression made her clinical diagnosis to be sporadic IBM.

All three patients had finger flexor weakness and loss of
dorsal finger creases (arrows pointing the loss of distal finger
creases). The fingers appeared thinner with sometimes almost
translucent skin overlying the distal interphalangeal joint. In
comparison, three control patients (D-F) matched for sex and
age with no finger flexor weakness did not show loss of dorsal
finger creases.
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Figure 1: Photograph of distal finger creases. First row is patients
with IBM (A-C). Notice the smoothness, translucency and loss of
creases particularly in the area of the distal interphalangeal joint
(arrow). In comparison, second row is composed of three control
patients matched for sex and ages, ages 62 (D), 63 (E), and 72 (F)
who do not show loss of dorsal finger creases.

Discussion

Selective distal finger flexor weakness is a hallmark of IBM,
but can be challenging to identify. Manual strength testing is
complicated by degree of patient cooperation, which is influ-
enced by pain (arthritis, past fractures, etc.), mental status, and
other hand deformities. An adjunctive, easy to visualize, physi-
cal exam sign associated with finger flexor weakness can greatly
help in early appropriate detection of IBM.

Kobayashi et al. Previously reported the fist sign [7] — an in-
ability to bury the finger nails into the palm of the hand when
attempting to form a fist due to selective distal finger flexor
weakness in IBM. Our patients also had subtle positive fist sign,
along with a striking loss in dorsal DIP creases.

Acquired reduction in skin wrinkles can result from induced
muscle weakness, eg. the cosmetic use of botulinum toxin [8].
Decreased palmar, plantar and finger creases are reported in
several genetic disorders with congenital weakness that is ir-
respective of ethnic origin [9]. Our crease sign (or lack of) is a
feasible adjunct exam finding, along with the fist sign, for de-
tection of distal finger flexor weakness. Using this sign to think
about inclusion body myositis early may prevent the treatment
of these patients with immunosuppressants, which have no
clinical benefit and possible side effects.
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