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Fig. 1 The figure of the patient.
At the time of admission, flexion contractures were observed in the hips and knees (A, D). But flexion contractures of her hips and

legs improved at two months after treatment (B, E). Two years later, the flexion contractures had almost completely resolved (C, F).
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Fig. 2 Surface electromyography.

Surface electromyography recordings of the left quadriceps and left hamstring. Both muscles were firing despite attempted relaxation. These

images reveal a failure of reciprocal inhibition.

Fig. 3 MRI of the patient.
Coronal (A) (coronal, 3.0 T; TR/TE, 450/13 ms) and sagittal (B) (sagittal, 3.0 T; TR/TE, 453.54/13 ms) gadolinium-
enhanced T,-weighted images indicate the atrophic pituitary gland (empty sella) (arrows).
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Table 1 Flexion contracture with panhypopituitarism.
Authors Sex/Age Location other than LL Improvement
Adams (1975) F/— (—) 6 months
Azerad, et al (1958) F/72 Abd 5 days
Slater (1960) M/64 (—) 7 days
Stewart, et al (1966) F/69 UL 6 days
Stewart, et al (1966) F/73 UL 3 days
Castaigne, et al (1975) F/80 (—) 4 weeks
Aumaitre, et al (1982) M/60 Abd 1 month
Leys, et al (1982) F/67 Abd 4 days
George, et al (1984) F/42 UL Neck Back A few days
Tison, et al (1985) M/67 (—) 4 days
Van Der Sande, et al (1986) M/61 Abd 1 day
Ebinger, et al (1986) M/64 (—) 2 months
Reznik, et al (1987) M/66 (—) 2 weeks
Dubost, et al (1988) F/61 Abd 1 week
Gherardi, et al (1992) M/71 Abd UL 2 days
Chroni, et al (2000) F/51 Abd Back 6 months
Harbuz, et al (2010) F/50 (—) A few days
Nakajima, et al (2014) F/71 (—) 3 weeks

F: female, M: male, LL: lower limbs, UL: upper limbs, Abd: abdominal muscule.
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Abstract

A case of stiff-person syndrome due to secondary adrenal insufficiency

Yuri Mizuno, M.D.", Hiroo Yamaguchi, M.D., Ph.D.", Taira Uehara, M.D., Ph.D.”,
Kenichiro Yamashita, M.D., Ph.D."”, Ryo Yamasaki, M.D., Ph.D." and Jun-ichi Kira, M.D., Ph.D.”

YDepartment of Neurology, Neurological Institute, Graduate School of Medical Sciences, Kyushu University

We report a case of flexion contractures in a patient’s legs secondary to postpartum hypopituitarism. A 56-year-old
woman presented with a 3-year history of worsening flexion contractures of the hips and knees. On admission, her hips
and knees could not be extended, and she had muscle stiffness and tenderness to palpation of the lower extremities. We
first suspected stiff-person syndrome or Isaacs’ syndrome because of her muscle stiffness. However, multiple hormones
did not respond to stimulation tests, and an MRI of the brain showed atrophy of the pituitary gland with an empty sella. A
subsequent interview revealed that she had suffered a severe hemorrhage while delivering her third child. She was
diagnosed with panhypopituitarism and started on cortisol replacement therapy. After 1 week of treatment with
hydrocortisone (10 mg/day), her symptoms quickly improved. We then added 75 pg/day of thyroid hormone. During the
course of her treatment, autoantibodies against VGKC complex were found to be weakly positive. However, we
considered the antibodies to be unrelated to her disease, because her symptoms improved markedly with low-dose
steroid treatment. There are a few reports describing flexion contractures of the legs in patients with primary and
secondary adrenal insufficiency. As these symptoms are similar to those seen in stiff-person syndrome, adrenal and
pituitary insufficiency should be taken into account to achieve the correct diagnosis and treatment in patients with
flexion contractures and muscle stiffness.

(Rinsho Shinkeigaku (Clin Neurol) 2017;57:298-302)
Key words: stiff-person syndrome, Isaacs’ syndrome, anti-VGKC complex antibody, panhypopituitarism,
hormone replacement therapy




