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GUNNAR B STICKLER
Pediatrician Who Identified Stickler Syndrome

Climbing the steps to the podium was not going to be easy for Gunnar Stickler. Until late in his life a vibrant sportsman, he was now 82 years old and had Parkinson’s disease. “A cruel disease,” he called it. But whether it was difficult or not, he would climb the steps and give his speech to the 2007 annual conference of Stickler Involved People. This is a US based support group for people affected by Stickler’s syndrome, the hereditary progressive condition that Stickler described in 1965 in a landmark paper (Mayo Clinic Proceedings 1965;40:433-55) and which affects an estimated one in 10,000 people. He died at home in the Wayzata suburb of Minneapolis in November aged 85. 

“He had had a hip replacement and was using a cane,” said Pat Houchin, cofounder and current director of Stickler Involved People. “We had to balance him up the stairs to the podium. It was obvious that his body was slowing down, but not his mind.”

Many possible symptoms

After retiring in 1989 from the Mayo Clinic in Rochester, Minnesota, where he had been chairman of pediatrics, Stickler had advised and encouraged the group as well as the UK Stickler Syndrome Support Group, seldom missing annual conferences. At the podium of what would be his last support group conference, he told the group that 42 years after his discovery too many doctors still were ignorant of Stickler’s syndrome, the many possible symptoms of which include cleft palate, hearing problems, myopia, hypermobility, cataracts, arthropathy, and flat facial appearance. And too many doctors, he continued, did not truly listen to patients with the syndrome or their families.

“They should be veterinarians,” he said to the delight of the audience.

Mrs. Houchin, who lives in Kansas, was quick to note that despite the strong words Stickler was “a gentle man—and a gentleman.” She added, “He had always preached that if a doctor was not willing to listen or willing to learn from a patient, we should not spend our money on that doctor. Lots of physicians, rather than admit they have not heard of Stickler syndrome, will act like we made up the disorder.”

It was by chance in 1960 that Stickler, a native of Germany on the Mayo Clinic staff, examined a young boy whose mother was blind and who had joint pains attributed to arthritis. Fortunately, Stickler had keen observational skills and strong medical intuition, prompting him to lead a massive research effort on the boy, who had a flat face and by 1963 had retinal degeneration, myopia, joint problems, and other ailments. 

The mother told Stickler that the family had a long history of such problems, with one family member examined in 1897 by the clinic’s cofounder Charles Mayo. Stickler assembled a team of experts in genetics, ophthalmology, radiology, biochemistry, and rheumatism to examine members of the boy’s family. In 1965 he was lead author of a paper that described the syndrome under the title “Hereditary progressive arthro-ophthalmopathy.” A follow-up paper was published in 1967. David Smith, the pediatrician based in Seattle who in the 1960s coined the term dysmorphology, is thought to have been the first to describe the disorder as Stickler’s syndrome.

Martin Snead, an expert in Stickler’s syndrome who is consultant vitreoretinal surgeon at Addenbrooke’s Hospital in Cambridge, said that after the first paper was published some doubted that Stickler had described a new syndrome, believing instead that he was describing Wagner’s syndrome, discovered in 1938. “Subsequent events showed that Dr Stickler did indeed identify a new syndrome,” said Dr Snead. He added that identification of the syndrome was a big step forwards in terms of treatment of symptoms and deeper research into the disorder, which he said is now known to include five different types and is “clinically quite difficult to diagnose.”

Gunnar Brynolf Stickler was born on 13 June 1925 in the Bavarian village of Peterskirchen. His father was a family practitioner who operated a small hospital in the same house as the family’s living quarters, according to Wendy Hughes, founder of the UK Stickler Syndrome Support Group who wrote a biographical sketch of Stickler for her book Stickler: The Elusive Syndrome. He enrolled in 1943 at the University of Vienna to study medicine but was drafted a year later into the German military. Opposed to the war and the Nazi Party, the young soldier deserted his unit in the closing weeks of the war and returned home. 

Nazi atrocities

Mrs. Hughes, who has Stickler’s syndrome, said that throughout his life Stickler was “haunted” by the atrocities committed by Nazi Germany, reading countless books in an effort to understand what had happened. He continued “to carry the feeling of collective guilt, despite the fact that he personally never saw or came close to any atrocities,” Mrs. Hughes said.

He received his medical degree in 1949 from the University of Munich, followed by two internships in pathology. He left Germany in 1951 for an internship at Mountainside Hospital in Montclair, New Jersey, followed in 1953 by a fellowship in pediatrics at the Mayo Clinic. He joined the Mayo Clinic pediatrics section in 1958, serving as chairman from 1969 to 1980, remaining active afterwards in clinical practice, research, and education. Widely recognized as a superb teacher and strong mentor for residents, he served on the editorial boards of Clinical Pediatrics, Pediatrics, and the European Journal of Pediatrics. 

In addition to his research into Stickler’s syndrome, he coauthored a paper in 1965 on the relationship between small head circumference with mental retardation and growth failure; conducted pioneering treatment trials of otitis media; and published extensively on pediatric nephrology, his subspecialty, and other pediatric problems.

“You could tell he loved children,” Mrs. Houchin said. “He was a tall man and when he talked to children he would get down on his hands and knees.”

Dr Stickler leaves his wife of 54 years, Duci, and a daughter and a son.
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Footnotes

Gunnar Brynolf Stickler, pediatrician (b 1925; q 1949, University of Munich), died on 4 November 2010 from a stroke.
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