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Background: Comprehensive clinical and radiologic follow-up is needed to preserve joint
functions and quality of life in hemophilia using clinimetric tools such as Hemophilia
joint health score (HJHS) or Pettersson score (PS). We investigated the joint health status
evaluated using the tools in Korean hemophilia patients.

Methods: We reviewed retrospectively medical records to collect clinical parameters,
HJHS and PS, who were followed up in Severance Hospital, Seoul, Korea, The correla-
tion between HJHS and PS, and the effect of the prophylaxis for hemophilia on the
outcomes measured with the scores were evaluated, The prophylaxis proportion (PP)
was calculated as the proportion of prophylaxis duration to each patient’s life time.

Results: Total of 28 patients with severe hemophilia were enrolled. Twelve patients
(42.8%) were less than 20 years old, Total of 23 patients had experienced prophylaxis
during their lives, and median PP was 39.7%. There was significant correlation between
HJHS and PS (P<0.001). Each score was positively correlated with patient’s age (P<
0.001). PP was negatively correlated with either HJHS or PS (P<0.001, respectively).
There was significant correlation between either HJHS or PS and the PP in the group
of patients <20 years old, but there was no correlation in the group of >20 years old.

Conclusion: HJHS and PS were positively correlated. Each score increased as the pa-
tient's age increased. The prophylaxis had protective effect on joint health. The pro-
spective evaluation of HJHS and PS will be needed to prove the effect of proper manage-
ment on the joint health status,
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Table 1. Classification of haemophilic arthropathy according to
the Pettersson score [14]

Table 2. Demographic findings and clinical characteristics of
hemophilia patients

Characteristics Score Characteristics Value P-value
Osteoporosis Age (years, median (IQR)) 19.1 (12.1-40.4)
Absent 0 Sex (M:F) 28:0
Present 1 Type of hemophilia
Enlargement of epiphysis A 26 (92.9%)
Absent 0 B 2 (7.1%)
Present 1 Presence of inhibitor 0
Irregularity of subchondral surface Prophylaxis (N, %) 23 (82.1%)
Absent 0 Prophylaxis duration to life 39.7%
Partially involved 1 time (%) (6.8%-73.9%)
Totally involved 2 Hemophilia joint health score
Narrowing of joint space Total 11.5 (0-26.25) 0.608
Absent 0 Left elbow 4 (0-12)
Joint space >1 mm 1 Right elbow 3.5 (0-12)
Joint space <1 mm 2 Left knee 0.5 (0-6)
Subchondral cysts formation Right knee 0 (0-3)
Absent 0 Left ankle 1 (0-3.25)
1 cyst 1 Right ankle 1 (0-4)
>1 cyst 2 Gait 0 (0-2)
Erosion of joint margins Pettersson score
Absent 0 Total 27.5 (0-39.75) 0.812
Present 1 Left elbow 4 (0-9)
Gross incongruence of articulating bone ends Right elbow 3.5 (0-9.25)
Absent 0 Left knee 2 (0-8.25)
Slight 1 Right knee 1 (0-8)
Pronounced 2 Left ankle 1 (0-6.25)
Joint deformity (angulation and/or displacement) Right ankle 3 (0-8.25)
Absent 0
Slight 1
Pronounced 2
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Table 3. Correlation between hemophilia joint health score and
Pettersson score

Category Correlation coefficient P-value
Total score 0.819 <0.0001
Left elbow 0.728 <0.0001
Right elbow 0.698 <0.0001
Left knee 0.774 <0.0001
Right knee 0.723 <0.0001
Left ankle 0.654 0.0002
Right ankle 0.621 0.0004
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Fig. 1. Scatter plot, correlation and regression line of clinical and radiologic assessment scores by patient’s age. (A) Total score of
hemophilia joint health score (HJHS) as clinical assessment tool by age. (B) Total score of Pettersson score as radiological assessment

tool by age.
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