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Coffin-Lowry syndrome and premature
tooth loss: A case report

Cc-fﬁn Loy symcromes 80051 wasfirst described
by Cothin 1906 and later by Lowey 197107 In 14973,
Teqn!amw regignized thise signs and symptoms o e
thi same syndrome and named ¢t CoffinLowry
sy (C15E 1t is row recognized Hat C1S i an
Eelinkend inhiorited dissase with o avmetation at Xp 22,1-
E22 4 This resukts in o defective kinase Rsk- 2 proteis,
# growth fackor regulator. The frequency has been
peprorted as rare, although CLS may b urder-ropored,
due to thedifficolty of the diagnosis, Unlike other
malfarmation symdromes, which are obarions ab birth,
diagnosas-of 15 3% atten cstablished Tate, after skel-
etal detormibies have appeansd.’

C15 s charmcherioe by

[ Puffy, Tax, tapering fngers which are virtually
himgmestic of CLS (Figure 1)

[IMental rotardation, with greater severity in
miklﬁ-"““”

Cl€oare facial Features, siailar b thise 0f-acroms-
gatly, which gdt more prominent with age and
wehibcht re wsumily apparenit by the second vedr of
lif %1

ClVarivus other muscaloskeletal, central nervous
sstem, candon vasculse svsbem and skin features

Wi gee prateful bo Bin §benther FPlibchen, D Aodeew 5w aml 2
fars Hroarkh for hede balp i the nraragemint of this s
Ui, Do Ciode, aned Wolbaarse e an thiee I,]Q-!-ﬂrlnu_nr af Chld Deptal

Hilgh, Drental Hiospaal, Bichardson Rood, Nmk,b,ljp-unm Ttes: TEED
AT IR,

Peter Day. BDS. MEDS, ROS (Eng
Baen Cole, BOS, MSe, FDS (Eding
Richard Welbury, BDS. MERS. PRIV, FTI5 ROS (Engh

Flatk f, Patinms duird el Gigere :.l.llmn'rq at e u]n,n-,-.l’n,g
i,

mctuding: defaved closime of foitndles peous
rarinaturm oF pectus dscavapum, thoracslimibar

kvphosis or seoliosis; delayved ambulation and:
clumsy briad-based gait] detaved wrowtliand

development; generalized seizures; ventricular
dilation; various cardiac anomaiios and Joosg

ad asily strebched skin
Specific Facial features incdlade: frontal bussmg,
hpettdorian; antimongoloid slint of e eves; promi-

memt supracrbital ridges; plosds of evelids iarg;e e

with Brosd bisse: hypoplastic midinee, and promined
cary: (Figure. 3)
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iiipeht b cnifierl primiy Tnefaan

Ual mamifestations inude: thick amd pouting lips;
deep madhine furrowed wonge; highly vaulbed: palate;
manditular progiathism and variable tooth anomalie
inchuding: mucrodorhia especiatly of theanterior feeth,
spacing between eeth, early loss of foeth and delayed
‘-‘-‘ﬂ}p‘h‘.}ﬂ '.}'F.:\;}{'th.l.::-\ L TER-T

CASE REPORT

A tweeyear-old: boy was refersed by his general dental
practotiomer o e Dental Hospital, hevause of prema-
ture exfoliation of his prinsey teeth. A consultant com-
Ty pmlmman wies nwestigating the patient al
the time for an undiagnosed syndrizme

Theepe s hishory of mmhwm bty ndibnalar
priniary central incisors (71811 and the hoss that mom-
ing-of the dnaxillary. right conteal primary incisor
{51k There was o historyod prernatiire onth loss in e
Famiily and e knosledae of any: medical symdrones,

Om eamiriation there werp delayed development
and dysmorphic featires inclading hyperteloris,
antirnongodoid shint, an operranterion fontanetle, hyper-
trichisis and shart hands! Thelips wens thick snd promi-
nent (Figures 1.2 were faken stapproximstely dighien
mcnthis after iz mital presentafion]. inacrally the
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g DAY, GOLE WELRLERY
COFFINCLOWEY S TNDRAME

Figtpo S, PiafedTion ggroo aal s |.:."|_n: whoeyiag pesivalinarid fos-
et ity mrrarmgan peradie! o e ook sagiare - Starmey s e
varés e prormant LXES

Pt 4. firpained sivdion cheering Hhon Soyer o oo ol veni.
e (w i,

Fiigure 8, Petiers s ami appennrie af sgo of s fern si months.

sioft: Hssues were narmal and the folloirng vesth
were prosent: DOB/ABCD (54, 55, 50,61, 62, 65, 64, 72,
REARL o R R B L L [ .
Thweamest maokablo abnirmaliby wis the marked gine
gival inflanymation, recesston and mobility assoctated

with themesilhey bef primary contmdl Dncizor (51), The

remaining anterior feath were .-'.]:ighl:l':,.- eonecal s
micredent,. The enapted first primany malkarswere of
ﬂtﬂ".‘l,'llilll nﬂ,)u]!lhu]:s&.—'.

Lateral oblique radiographs shonded: normad root
inbrphotomeafprintary mokars and in approprate naim-
by of deseloping permanent teeth foy hisage.

Histological exanninition of the neciniby cx&ﬂmhﬂ (5] F
rewveated M Following:

Citaeroscopicatly: Corvical carids with nio evidence

of anvy resichual pericdontal neeindeane (higune 31
Cidicroscopically: thin aceliular or sparsely celhilar
ek covened by filrses Hesee, There wa
littbeevidence of fiber insertion o cemerlionm and
irregular secondary dentin was presont on the
puipal aspectof the comentum (Figured A s $BL
[;IRa_c.IJ:.::gra;lhimEl}c normal opadty of enamel amd
dantin vtk o enlarzad pubp chamber and cervi-
calcaries:
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The cemental and polpal chames were conzistent with
a histodogical diagnosis of hypophosphatasia. Because
thi fouth wias originally récoivied doyy the possibility of
a fixativn artelact, however, caniid be exchided,
Bikood tests at first showed a raised alkaling phos-
phatase and aormal calium, phosphate, panathysmd
hormone and renal furetion. Three menths later,
Foweever, the atkaline phosplhatise was within gormal
range; There were ne other signs bo support a clinical
disgnosis-of hypophosphatasia. Cheer the mest nine
months a diagnosis of CLS was made on the basis of
thwe morpholsgical featanes arsd -.'Eweinpmemai delay,

DENTAL TREATMENT

Dwer the Jast vear and a half, further tedth have exfob-
ated prematurely (52627282) (Figune 5. AL the last
vigst il fomr primary canines showed lossaf attachment
with exposune of Tool surfaces. The masillary ph’mar}l
first molars (54, 033 weene exttacted dine o caries, The
netv iy m.'np‘_tc-:l segond primary miokirs (55,65, 75650 ane
mdrodnt,

il Tryggiene instevction, distary advice dnd fopical
applicationof faende contimees o a regular basis. The
persachontal heabth of the primary canmnes {53,65.73.83)
cotinas ko d-el.ie'rinqatl: despite once dai'ly-applicatiun
of chiorhexichene (L2 pervent gel,

DISCUSSION

Althongh the oral manifestations of CLS have been
wisll et pn—-\.-:'msi}', Hwe sk I't:'pcll’t ETe] L inkir
detail was that of Hastsfiekd P33, He reported the
premabune exfolistion of {51.61,71.72 81,82V in & patient,
age Four vears and ten months, with CL5. These teeth
et all erupted. but the mather: could not Temensber
al what age they were kst Although bypodonbi Jed
been described in numenons cases, he postulabed tha
AR SEe Clss it sy Bedue ke 1,'u|.‘|}r e et than

failure of evuption: == Certainhy thete dre neported

o o presiabun loss of permisnent beeth and primary
Mh.ml'ﬂ"_"l

In the meport of a thitty=four-year-old make with
C15 ondva few teeth remained. Radiographs slomed
shyirtened roots and considerable Joss of boie arournd
each pemaining tooth, suggestiog loss of perodontal
attachment,”™

Tos thie repart of the eachy loss of primery beeth in CLS,

o further explanation other than poor aral hvgiene
s given: ™ Chur case foport sapeests that early tooth
oss was due te Invpoplastic cermentim wath: msertion
of paly a lew persadontal membrane fbers. This could
Taapwes b b cavuise of ey Tosst i ofber reprorts, Nerifi-
cation would only be possible by histological exanina-
taom of exfolinted testh in the other repurts, Whether

clsf.info/Literature/PremToothLoss.htm

ot daxity and collagen defects noted b7 nunsTons

cages 15 ineobved Inthis pathologieal failure of periodon-
tal membrane insertion is unkmown 250

1 e Bindlings e comsfirened in PustherC] Seases, then
15 oould be added ro the list of differential diagnoses

wheere prridmary berth s Bosk promdiueety. The histolog-
cal appaarance of such teoth is similar bo that described
in hvpophosphitass.
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