25 B RIUH & Vol22 Nos
2020 4E 5 A Chin J Contemp Pediatr May 2020

doi: 10.7499/}.issn.1008-8830.1911111

U

|5 )L Shwachman-Diamond &85 fil- )
RIEHE Y216

WA Ak e

(1. EAETELR Y )EERILE, L& 201908;
2. AR FMAERFER (LETRGFER) LA, L& 200065)

[F5ZE ] NP [E JLE Shwachman-Diamond ZEAME (SDS) FIEIRHRFIE, 1B MG R B2 HAIE BlG
TSR, 1 SCGE A P25 A D5 AR SCRkARAE 1Y 27 il H [ SDS LG RGERE, AT 4h [ L= SDS i
TP L IR IRFHE AR 2, I 5 BRSO G 5ER T L, 25 R BoR, HEJLZE SDS Bz by 2:1,
BIFER < NHZES D (PNELAH ), 2R3 ANHZE 122 (P 124-H ) o 27 4l SDS LY
FE RS A IS A s, e kLA 2 e L (93% ) o MEMEIEYS (85% ) . HIERIE (78% )
FE RN (83% ) & SDS (1 = K PRAFAE o I FEIBRBEFN 1 43 10 55 7T e T I 2 195, S 5 DXL e 1M, T 4 L 2%
FEAT A RARIGT G, 5 EANERXT R, W SDS LM YEIETE . 4NE 3 Z L0 > A 2 00 kA4
RIE TS, AR BRI —EER [ hEHRILRIZEE, 2020, 22 (5) : 505-511]

[ %487 ] Shwachman-Diamond ZR G ; BHEMEBBERBLEGIE; I WGIRFHE; FEEZAE; JL#E

Clinical features, diagnosis, and treatment of Chinese children with Shwachman-
Diamond syndrome

TAN Li-Qun, FU Xiao-Yan, XIE Xiao-Tian. Department of Pediatrics, Luodian Hospital, Baoshan District, Shanghai
201908, China (Xie X-T, Email: xtxie@163.com)

Abstract: In order to clearly define the features of Shwachman-Diamond syndrome (SDS) in Chinese children,
this article analyzes and summarizes the epidemiology, clinical features, and key points in the diagnosis and treatment
of SDS in Chinese children with review of the clinical data of 27 children with SDS from related articles published
previously. A comparative analysis was made between the Chinese and international data related to childhood SDS. The
results showed a male/female ratio of about 2:1 in the Chinese children with SDS, with an age of onset of <1 month to
5 years (median 1 month) and an age of 3 months to 12 years (median 12 months) at the time of confirmed diagnosis.
Reductions in peripheral blood cells due to myelopoiesis inhibition were observed in all 27 children with SDS, among
whom 93% had neutropenia. Chronic diarrhea (85%), liver damage (78%), and short stature (83%) were the three main
clinical features of SDS. Supplementation of pancreatin and component blood transfusion may temporarily alleviate the
disease, while allogeneic hematopoietic stem cell transplantation is still an effective radical treatment. The comparative
analysis of the Chinese and oversea data showed that compared with those in the European and American countries, the
children with SDS in China had significantly higher incidence rates of chronic diarrhea, reductions in peripheral blood
cells (three lineages), and liver damage, and there were also differences in the type of mutant genes.

[Chin J Contemp Pediatr, 2020, 22(5): 505-511]
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