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Acro-osteolysis (Hajdu-Cheney syndrome)
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Acro-osteolysis (Hajdu-Cheney syndrome)

—A case report—

Chaio-Yen, Chen and Takeshi Ohba
Department of Dental Radiology, Kyushu Dental College, Kitakyushu, Japan

Research Code No.: 000, 505
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A 25-year-old female with Hajdu-Cheney syndrome is presented in this paper. The acro-

osteolysis (Hajdu-Cheney syndrome) is characterized by osteolysis of the terminal tuft of phalanges of

fingers and toes, generalized osteoporosis, morphologic abnormalities of the skull, and early loss of the

permanent teeth, Additional abnormalities include short stature, characteristic face, laxity ol the

joints, and multiple fractures, Our case showed the typical findings of this syndrome. Additional

findings, such as subcutaneous calcification in the right arm, cortical ercsion of the humerus, and

high narrow palate with prominent ridges were also present.

The differential diagnosis of this syndrome is also discussed.
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BIEBH & (ER2H 4725 2 AR 3828 /e . T
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12Dz L THS.
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Fig. 1 Clobbed thumbs, hyper-convex nails, and
the longitudinal ridges of the nails are seen.

Fig. 2 Photograph shows a high narrow palate,
prominent bilateral palatal ridges, and longitu-
dinal ridge on the hard palate.

L0 N FEI A ENATR Th b (Fig. 2). BE
DO TF5HRZED Abh 5.
FE PR B AT AT« i — A, EALFARAs,
PREEAE 7 & D R 12~ C IEWETMATH 2
(Table 1),
XA R,
IR s BRI A BB LT\5. HHME, AT
, BRI GTe C oASURIES R e h, SO
wormian bone 2GR LA, EE%EJE‘DK@A 3 R
S, HHET, HEAD endplates 23H LT
VB RlEEE L FLEME R OFEH G, oo
IR LTV, BlEFORELES, T
FEOFEHLE (Fig. 3, 4. FHifmr ks <,
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Table 1 Laboratory values

| CCLF (=)

Hematology at,-glob. 8.7%
R.B.C. count 437 % 10*/mm? A-glob. 10.4% | CPK 36.60U. .
Hb 12.7 g/dl | r-glob. 15.1% Fe 11,2 pgrdl |
Hect 39.5% | A/G ratio 1.75 Cu 130 pgfdl I
W.B.C. count 5400/mm? ZTT 6.0U. P 3.1 mg/dl
Neutro. 73% TTT 0.6U. Cl 105 mEq/]
Eosino. 1% | GOT 12.5U. Na 143.8 mEq/l
Mono. 6% GPT 6.0U. | K 4.4 mEq/I
Lympho. 20% | ALP 54 K-AU. | Ca 9.2 mg/dl
| Platelet count 89/10 oif. | LDH 302U0. Urine
| Bleeding time [ LAP 10217. sp. g:. 1.025
i Coagulation time 12’ . Icterus index 7 pH 6.0
| E.S.R. 1hr. 14mm ! Bilirubin, total 1.3 mg/dl Urobilinogen normal
2hr. 30mm Cholesterol, total 138 mg/dl | Blood, oceult (=)
Chg:mistry | BUN 16.4 mg/dl Protein (=)
Protein, total 6.6 g/dl Creatinine 0.8 mg/dl Bilirubin () g
| Alb. 63.6% | Glucose 76.4 mg/dl | Glucose ()
a,-glob. 2.0% | Amylase(S.) 88.8U. Ketone bodies (-)

Fig. 3 Lateral view of the skull demonstrates a Fig. 4 Postero-anterior view of the skull reveals
dolichocephaly, multiple wormian bones, baloo- a persistent metopic suture and absent frontal
ning sella turcica, and hypoplastic maxilla and sinuses.

mandible.
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Fig. 5 Panoramic radiograph demonstrating an obtuse mandibular angle, marked
resorption of the alveolar processes, floating teeth, disappearance of the lamina
dura, and taurodontia of the first molars.

Fig.6 Postero-anterior view of the chest showing
a relative broad ribs and bulbous distal end of
clavicles.

Ml o W b E Ly, ML floating teeth
% L1, lamina dura 4 4L Tuv5. Bl
i<, AR L RHEM & TR 1 KEI
taurodontia %5 LT\ %, BFOXKIN & HK B
b Rbhs (Fig. 5).

a5 B OURLIR <, S OB LR IR A
2L Tvs. BELTFENE ZDORD. BT
Motttk ofR FALa iR %5 (Fig. 6).

Fig. 7 The pelvis shows a flared ilia and deep
acetabuli.

S s Wi P&, TEEHE ke IRV (Fig.
7).

B 5 A EBEESE ARSI o BT R G KA

(Fig. 8) &, & b mms © sA0E g
erosion 23R» B A (Fig. 9). FRBIET/NE
e B0 5 EREE RIS OSBRI X 5 L8
bivh NN 2% FL % | carpal angle (37 L,
FEAARRE @ YERARRIRZE 25 b h b, EAFiE
DT T O RKEE < BEiEg b R sh 5 (Fig
10).
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Fig. 8 Subcutaneous calcification is seen in the

distal portion of the right arm.
Fig. 10 Osteolysis of the terminal phalanges and

cystic lesion of the navicula are seen.

o ) Fig. 11 Moderate bowing of the bilateral fibulae
Fig. 9 Cortical erosion is seen in the proximal and modelling defects of the bilateral tibia are
portion of the left humerus. seen.

d 2
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Fig. 12 Osteolysis of the terminal phalange of
big toe, ununited fracture of the fifth metatarsal,
and diaphyseal narrowing of the fourth metatarsal
are seen.

TG 5 AR A L R o i e
modelling defects 725 E 550 % (Fig. 1), %5
PREFCERPAREN S, EAE 4P REOEE
EPMEER R L, A 1 BER ST BC i R s
nRbh A (Fig. 12),

E =

“acro” OFEFILF Y v 4 5l
“acros” THD, “HCE B THI LD,
U BARGE CU Rk oA S
SEVEMARETHELH. L Lichh, RIER
FECERUER B OB 2 T Clkie <, @RHRIC
b PR BALA IR L, SRR K O R o T
W o RE 2352806,
WO IERR S BB
AiEf® B 11 International Nomenclature of

acro-osteolysis ¢

““acro-osteolysis’’

Arthro-dento-

osteo dysplasia

Constitutional Diseases of Bone'® -1 idiopathic
osteolyses * LT/ X T\+%. Spranger 5%
OREE-t1d idiopathic osteolyses % X 5 8 Mz
I, RREBREA VIEIC AR T\ 5. AREBRED
FIRZE ERLAE Th % 2 L1k BE LRI,
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WRCB L CAM R fn % v, R olsiEc
B4 Hajdu and Kauntze" (Lrpfi 3ERHFE o
W& D BT R B L#E . Cheney?
TR EC L s & L, BOEREOM
inOﬂﬁﬂm%WLa&%mh Las Ll
b, Iwaya 5 o MAEEFATRCE, Skt 2
LA FHERERS % cotmErRd bt &
by, AEEEREE Cheney® @5 “focal isch-
Hh OTE v & LTw%, Herrm.
ann &' R O AEMGRIZIC X RS AR D

et ta] o 1.
e

4x#Jtifﬁﬂﬂ'uﬁfﬁﬁ’ﬂﬂﬁ!fﬂ% Rz 2k, Cheney?
# kU, Toglia', Matisonn and Ziady'™ & o
FEFIE S LD FEH X505, T L bl EAE
6% s TREGIE S 720 3 B bl Tidde v . AfE
BRI 4 % Tl 28BS S h T\ %05, oo
18BN ERANCHE Z » IHAEFI TH 5. FEHD DFE
L RBICE b0 THY, Al Lbilk
GRS B hieh s e, & O X 5 IR
I C o TERI R R T D ERERIC L HH DT
BhHLEMRTLEL B,

FEPR AR AT R o ep CARE(RE 1 Jo 1) B Ui 7 v
HY 7y ATy & —EHOERAFRRET BHEL
HEW RSB A G ebai s o WE R BET
LTHTYH, ME7LHY 7427 52— H{ED
EADABIEGER DR EA R T LR A,

ARSEBERE © FEHEITR 1< >\ T, necrosis
with non-specific fibrosis 2 7T LT H D, #HEAR
I e o fo & 5 g 73 4099919 Brown
5 X 2 iliac crest bone’’ ¢ microradiograph

s O TEFEEMEEAT RO X ohoE, ARERRE I
osteoblast OEEFERE I BT HL0THLD LW
5, Iwaya 5'®4, Brown & k[@ffic osteoblast
BH\E osteoid DEEEERTED, AEBEE O

emia’ |Z

A Etnl it 3 0o fRE LT,
Williams'? |3 0255 O Rpask o fiessg o

WA R C 5. WS OMMAT B LTk,
dentin ¢ matrix 35 L{F mineralization |3 FH;
Thotck\H Brown B D#ERSEB <L
TH%b
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Table 2 Clinical and roentgenographic features of acro-osteolysis (Hajdu-Cheney syndrome)

‘present Jpresent|
— _ Casc case
Clinical features hypoplaitic paranasal sinuses +
long nose - small maxilla +
coarse, abundant scalp hair - small mandible 4+
fingers and toes, distal portion-short, clubbed + absent alveolar processes 4+
interphalangeal joints-hyperextensible + early loss of teeth, edentulism +
short stature + lamina dura-disappearance 4
valgus deformity-knee and elbow + spine-osteoporosis +
pain related to skeletal lesions — spine-fish-bone shape -
Roentgenographic features spine-compression fractures -
persistent wide cranial sutures o + Lyphosis -
large anterior fontanelle - scoliosis +
multiple wormian bones + long bones-osteoporosis <4
dolichocephaly + long bones-fractures =+
basilar impression =+ long bones-modelling defects 4
occipital prominence o + osteolysis of terminal phalanges -

sella turcica-deformed + -

SCBRAV IR < B o B ASEBERE O fe B AT
R TOXHRAT RAFI2E L1005 Zhickd s
FHHD OB L IEGIOF Ro B EERIL Lco
#5 Table 2Th 5. HH B OREFTIRREVR, H
Bt OFdifiTe £ DFERIL LD o Font, SREER A
FHIER R LICHRREO VTR E Y B - T2 2 L idfho
W LE—HT 5700, KIEEEO £ ofhod
BRI R & LT, 6\ - (510019019 ey
FUBHgRD 91019188 0 1 B LT\ b 5 )
HLH D, KEGCICH BN D EEEHEETE O
ERAFCI2b0THL. BEOREFD S ©
4 PIEEHEBERED 'O TH D, 2 6 v R T
DG fe,

AAERERE O X AT RO Cch 5, KcH D
MR AIEFNC BT h RSt
—J5, A BRGS0 BT R f K k%
gaebicnt, 0 X5 ek o R KIL O A
W% Uooziikiy, Shaw®, Iwaya 5,0 dah %
CBWTHSH. BB SHIE B ]
5o erosion (%, Gilula 5% Iwaya &' 4, [d]
ROFTRAMEL TV 5.

AAEPERE o 1 PSP R ORI, NTEIE, AIE
BEE, W<BEVCRBEERRTHZ L THLWOD,

AAEGNIC B 7 02 o2 DS Flic
ETRV. W o BRSO b E e BRIRFTR TA
%. WFOBFECHE QRN L LTI, Bicsil
FIRBIC X 52 L b B 50, FEEGRREOBEICIL
£ SRR X 5 #ilE 0B X 56 DTH
. X TT, BEETLERE ORI ASEBTE 04
R nENTRE V2 5.

AIEBERE 0 EHIZW & LT, £ acro-osteo-
lysis %75 $RESME & B2 HNE TH%. Reeder
and Felson I acro-osteolysis #7n-43EE L LT
ARBAEFIE LTV, FEREFCRbhS
wormian bone @ HEL FlEiE o (K, T
iy o 48{k 7c £ 13 pyenodysostosis, cleidocranial
dysostosis, mandibuloacral dysplasia 7¢ Fic s\
ThREBID. ZhboENZENL Table 3 127k
TEEH THDH. HEHES OHEPE, wormian bone
OB, BRI X OGHE OER i & O XEPT
L3 pycnodysostosis %2 cleidocranial dysostosis j=
Bz LTS, L LAt s, pycenodysostosis
1L EHFRO W L A 55 L, cleidocranial dysostosis
B o B, B © 21k, SR oBFER
W, KA B OWTHHARIE /e & A& B B MASARERRBE
LT Ric b,
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Table 3 Differential diagnosis between PD, CCD, MAD, and AC¥

associated features i

o)
=]

ccD | MAD ' A

Q

osteolysis of terminal phalanges

| osteosclerosis

alterations in mandibular angle

wormian bones

delayed closure of cranial sutures

BEAESESRRES

hypoplastic paranasal sinuses

dental anomalies

generalized osteoporosis

BESEA S NN AR

pathologic fractures

hypoplasia of clavicles

BRI

+

abnormal joints I

A N e A R S R A

A

+4
*

atrophy of skin |

-
»*
*
*

[ o

hypoplasia of gluteal muscles i

+

hypoplasia of pelvis |

— T

£ PD @ pycnodysostosis
CCD : cleidocranial dysostosis
MAD : mandibuloacral dysplasia

AC : acro-osteolysis (Hajdu-Cheney syndrome)

mandibuloacral dysplasia L o J{& 3 4 45,
HE I D2, B OEIZR, BIRRIE /s & OfRIK
AT RS AREEREC X g\ 22 29,

AEERTHRELY 2T 2 FHETCRERO
FIaRs Led v, HEEOBREE LTk
Kothrn e vEAVEEL VBN, KGR
ORAMBIRE LI, Wil E oRIuC R T 2
WFOBHE-C TS B Ik % & LIIRWHET
b5, wEE ORI RS 5L Bhh s iR%E
BETFHT ook, Waokkdke nEft o
YEEABELELR S, AEAICE T, il
FIXEZCHR L, EFEE LB L Wik
b, EWFrHEEL, BBREROERLTELTW
T EE OIS it 5 T,

ASEGERE O BIRZEOHEIT (L BB TH B2,
Silverman 5*" D#fitd X 5 ICIHEHEOEA L
Z b, I ipiREiEE B, EOlER A
feEslcbwniflbbn. & OEGAOCEE, HE
ERaAE VD BOHENFER L e o THY, 20X
5 I APHIER BF < fosdbiciy, B k1) 2580
A RHIBES DB TH B & L EMTAT AE W
%™, Williams'” 3K ERSE & /MM OfEEZ ADF L

* : laxity, hyperextensibility
w  stiff joints
#4% 1 limited to hands

##Ek s generalized subcutaneous

FodEfNC % LT, foramen magnum decompression
Fix TV, EROEREEB 5. EHED O
Bhe 3\ TS EMAR R b ha b, BRI
JRiESE % w5 X 5 IR 1 B b his o
fo. T T, AEEFAIO XD IsHETiy, BB
HFHLEX 175 XD b, ERECESHTREEE
BEDEEELD.
LT

4, bhdbhik, JEE i REERETH
% acro-osteolysis % 1 iRz Ulc ©C, CREAYEE
%% % N % WG Ui, AFERRE 12194849, Hajdu
and Kauntze [ LD @ TCHEShizLOTH
D, FRIREC IR A S B RARE, BREO-B MR
iE, JHEE ORI, XAWOFHNIER &2 E
BETHLOTHS.

bR OREFN 3\ Tk, AIEERE O ILTY
et BB TR S 2 Tuiedd, - ofl, 45 Bt
THAME o FIKAL, & EBAABIE D erosion, 5
<HenE, FEWonZEERL EofTRRbh
fo. AEER OERBN, Tk LMo
THHETFOEERT T

(f % #pwbich, HREKRFEEDRSHBIK
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