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Clinical Features in 7 Cases
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Cutis marmorata telangiectatica congenita (CMTC) is a sporadic congenital vascular anomaly usually presents at
birth as a localized or generalized reticulated, erythema and telangiectasia. The pathogenesis of CMTC is unknown. Additional
anomalies have been frequently reported in association with CMTC. This article describes the characteristics of the clinical
presentations in a series of 7 children with CMTC in HRH Princess Maha Chakri Sirindhorn Medical Center, Srinakharinwirot
University, Thailand. Both genders were almost equally affected (3 male/4 female). The lower limbs were involved in
7 patients (100%), the trunk in 3 patients (42.9%), and the upper limbs in 1 patient (14.3%). There were 2 patients (28.6%)
who presented with the involvement of both trunk and limbs. The mean of the body surface area involved was 17% (2-50).
Asymmetry of affected limbs were found in 2 patients (28.6%). On follow-up, improvement of reticulated lesions was noted in
all patients. The prognosis of uncomplicated cases is good. No specific treatment is needed. The skin lesions usually disappear

gradually.
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Cutis marmorata telangiectatica congenita
(CMTC), arare sporadic congenital vascular anomaly,
usually presents at birth. CMTC resembles cutis
marmorata, a physiologic response to cold in infants.
However, it does not resolve with warming of the
skin®, Etiology of CMTC is still unclear. The proposed
hypotheses include environmental factors, autosomal
dominant inheritance, multifactorial cause, and genetic
factors®®). Diagnosis is made solely on the clinical
presentations. It is characterized by reticulated mottling,
telangiectasia, infrequent ulceration, and skin
atrophy.

Various anomalies associated with CMTC
have been reported. The frequency varies between
20 to 80 percent. Asymmetry of the body, other
vascular anomalies, glaucoma, macrocephaly and
mental or psychomotor retardation were frequently
described@®*®. It is still unclear whether the
associations occur as incidental findings or due to
reporting bias™. We report a series of 7 neonates with
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CMTC at Department of Pediatrics, Faculty of Medicine,
Srinakharinwirot University, Thailand, describing the
characteristics of clinical presentations.

Case Report

CMTC is defined as a congenital cutaneous
pattern of localized or generalized reticulated
mottling telangiectasia. Seven neonates, 3 males and 4
females, born between 2009 and 2015 presented with
this characteristic vascular anomaly. We recorded the
gender, distribution of cutaneous lesions, other
associated anomalies, and limb discrepancy. All seven
patients were followed-up until the resolution of the
skin lesions.

According to the data collected from the
seven term neonates with CMTC, we found that
both genders were almost equally affected (3 boys and
4 girls). The skin lesions were found at birth or shortly
thereafter. All of them did not have a family history of
similar vascular birthmark. The mean area of
involvement was 17% of body surface area (range from
2 to 50%). The lower-limbs were involved in all
7 patients (100%), the trunk in 3 patients (42.9%), and
the upper limbs in 1 patient (14.3%). There were 2
patients (28.6%) who presented with the involvement
of both trunk and limbs (Table 1). Skin atrophy was
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found in all 7 patients.

Body asymmetry or limb atrophy in the affected
limbs were found in 2 patients (28.6%). Other associated
anomalies such as neurological involvement, ocular
involvement, syndactyly, and skin ulceration were not
found. During follow-up period, the improvement of
reticulated lesions were noted in all of our patients
within the first 2 years (Fig. 1).

Discussion

We report a series of 7 patients with CMTC.
CMTC can either be generalized or localized. It is not
clearly stated regarding the frequency of the localized
forms of CMTC, but it tends to be more common. Ina
study by Amitai et al, localized forms and generalized
forms occur in 60% and 40%, respectively®. Complete
covering of the entire skin has not yet been reported
to date®. Preferentially, they affect the limbs and the
trunk. Palms, soles, and mucous membranes are usually
spared®. When the lesion is localized, it tends to be
unilateral and not cross midline®. In all of our patients
(100%), CMTC involve the lower limbs. Only 3 of the
cases involve the trunk (42.9%) and 1 case involves
the upper limbs (14.3%). These results correspond with
previous reports regarding common areas of
involvement of CMTC.

Cutaneous findings of CMTC usually present
at or within a few days after birth. From previous
literatures, CMTC were represented equally in both
genders as also shown in our series@4",

Several anomalies were reported in associated
with CMTC in a wide range of 20% to 80% of
patients®#919_ However, it is still controversial on the

reviewed types of associated anomalies from previous
literatures. Of 215 patients with CMTC, body asymmetry
was the most frequent associated anomaly found,
accounted for 25.1% of all anomalies. Other vascular
anomalies, skin atrophy, neurological involvement,
ocular involvement, syndactyly, and skin ulceration
were found, respectively™®". In another smaller case
series, similar associated anomalies were presented and
body asymmetry was also found to be the most common
finding with a frequency of 43%®. In our series,
body asymmetry was found in 2 out of 7 cases (28.6%).
The circumferences of the affected limb of both cases
are smaller compared to the unaffected limb. The
frequency is similar to the previous literatures®. No
other associated anomalies are found in our patients.
However, these associations cannot be grouped into
certain syndromes. No known mechanism can explain
the association between the occurrence of each
anomaly and CMTC. Therefore, associated anomalies
of CMTC may occur sporadically and may not depend
on the extent of areas of skin involvement.

Clinical presentation of cutis marmorata
telangiectatica congenita; (A) at birth and (B) at 2

Fig. 1

accuracy of these rates. In 2009, Kienast and Hoeger years old.
Table 1. Patients with cutis marmorata telangiectatica congenita

Gender Extent of Area Associated Limb atrophy/  Improvement

lesion involvement  anomalies leg length of skin lesions
(% BSA) discrepancy with age
Case 1 Female 10 Left leg, trunk None No Yes
Case 2 Female 2 Right leg None No Yes
Case 3 Female 5 Right leg None No Yes
Case 4 Male 10 Right leg None No Yes
Case 5 Female 50 Trunk, arm, None Limb atrophy Yes
forearm, leg

Case 6 Male 2 Left leg None No Yes
Case 7 Male 40 Left leg, trunk None Limb atrophy Yes

BSA = body surface area

5228

J Med Assoc Thai Vol. 99 Suppl. 8 2016



CMTC requires no specific treatment.
Prognosis is good in cases with cutaneous lesions
alone or with minor anomalies. Spontaneous resolution
usually occurs within 2 years®!9. The common
associated anomalies such as limb length discrepancy
should be followed-up and orthopedic consultation
is recommended for consideration of surgical
intervention®. Upon follow-ups, cutaneous lesions
of our patients gradually disappear into complete
resolution.

Conclusion

CMTC is a sporadic congenital vascular
anomaly with characteristic erythematous reticulated
pattern affecting mainly the limbs and trunk. Associated
anomalies occur sporadically, which body asymmetry
is the most common finding. The prognosis of
uncomplicated cases is good. No specific treatment is
needed. The skin lesions will gradually disappear.

What is already known on this topic?

CMTC is an uncommon, sporadic congenital
vascular anomaly. Additional anomalies have been often
reported in association with CMTC.

What this study adds?
The prognosis for uncomplicated cases is
excellent.

Acknowledgements

We would like to thank all patients. This
research was supported by the Faculty of Medicine,
Srinakharinwirot University, Thailand.

Potential conflicts of interest
None.

References

1 LevyR, LamJM. Cutis marmorata telangiectatica
congenita: a mimicker of acommon disorder. CMAJ
2011;183: E249-51.

2. Devillers AC, de Waard-van der Spek FB, Oranje
AP. Cutis marmorata telangiectatica congenita:
clinical features in 35 cases. Arch Dermatol 1999;
135:34-8.

3. Abumansour IS, Hijazi H, Alazmi A, Alzahrani F,
Bashiri FA, Hassan H, et al. ARL6IP6, a
susceptibility locus for ischemic stroke, is mutated

J Med Assoc Thai Vol. 99 Suppl. 8 2016

10.

11.

12,

in a patient with syndromic Cutis Marmorata
Telangiectatica Congenita. Hum Genet 2015; 134:
815-22.

Amitai DB, Fichman S, Merlob P, Morad Y, Lapidoth
M, Metzker A. Cutis marmorata telangiectatica
congenita: clinical findings in 85 patients. Pediatr
Dermatol 2000; 17: 100-4.

Picascia DD, Esterly NB. Cutis marmorata
telangiectatica congenita: report of 22 cases. JAm
Acad Dermatol 1989; 20: 1098-104.

Martinez-Lage JF, Guillen-Navarro E, Almagro MJ,
Felipe-Murcia M, Lopez Lopez-Guerrero A, Galarza
M. Hydrocephalus and Chiari type 1 malformation
in macrocephaly-cutis marmorata telangiectatica
congenita: a case-based update. Childs Nerv Syst
2010; 26: 13-8.

Kienast AK, Hoeger PH. Cutis marmorata
telangiectatica congenita: a prospective study of
27 cases and review of the literature with proposal
of diagnostic criteria. Clin Exp Dermatol 2009; 34:
319-23.

Matic A, Pricic S, Matic M, Velisavljev FG,
Ristivojevic A. Cutis marmorata telangiectatica
congenita in a preterm newborn - Case report and
literature review. Iran Red Crescent Med J 2012;
14:578-83.

MaH, LiaoM, QiuS, LuoR, LUR, Lu C. The case
of a boy with nevus of Ota, extensive Mongolian
spot, nevus flammeus, nevus anemicus and cutis
marmorata telangiectatica congenita: a unique
instance of phacomatosis pigmentovascularis. An
Bras Dermatol 2015; 90: 10-2.

Corona-Rivera JR, Acosta-Leon J, Leon-Hernandez
MA, Martinez-Macias FJ, Bobadilla-Morales L,
Corona-Rivera A. Co-occurrence of hemiscrotal
agenesis with cutis marmorata telangiectatica
congenita and hydronephrosis affecting the same
side of the body. Am J Med Genet A 2014; 164A:
199-203.

Soo MT, Lo KK, Leung LC. Cutis marmorata
telangiectatica congenita. Hong Kong Med J 2007;
13:491-2.

Memarzadeh A, Pengas |, Syed S, Eastwood DM.
Limb length discrepancy in cutis marmorata
telangiectatica congenita: an audit of assessment
and management in a multidisciplinary setting. Br
J Dermatol 2014; 170: 681-6.

S229



Cutis marmorata telangiectatica congenita: auﬂymxnwﬂﬁﬁﬂzugi/w 7 918
unyd Asoulnmana, §mase 155afsziasg, agm A3Aslva

. . . B d’d a a 4 3 ! o A d’ v
Cutis marmorata telangiectatica congenita (JunnziinnuAnyndvesnasaidend suamuiainylalszme
d o d’ ¢ ! d’d ax’ud ) 4 o o ! aaad’ 'u 5l
danvazilud unaremuieamzinioniznenm1dunsuazinasaidendaevereds dilunsiumersanudanuusn J5eau
! 1 14 AR v
wymmﬂdnﬁa"w] 7MY 7uwmma17m77m7w7un”nymzmmﬁun‘yadgu/m Cutis marmorata telangiectatica congenita 7 319
7ufwwmym5mymmWm/ﬂmﬁﬂwmwaﬁum@mﬂﬁmym577@1/7? AaLzUNMeRans JmIngaoasuAsUNsIlsal Uszimalne nanTsAny
v 1 14 14 ! ! v 14 14 !
wygyzlyﬁﬂ"ﬁzmu?nmﬁwn”w”mauWﬂ (twayie 3 Ay inaign 4 A) wyﬁuﬁﬂmmﬂugvmw”o 7 510 (39082 100) 51008167 3 10
v 4 5 v ey v dad 2o, P B (R
(3088 42.9) nusiaawyu 1 519 (segas 14.3) nglﬂw 2 919 (3060 28.6) TUAMIILS @I IUAZY] ANAAGVEIIUTAIEINUTUTBERS
Y !

v v 1 1 o v 1 1
17 (2-50) digishe 2 519 (5000 28.6) ysvaniiaudivnavean lumii Tutheifne dieAaaumsing nynnthennauiiiuaniag

LA Al v d’ ’d o 14 4 o o 'd B d’ 1 14
Tneagumsnennsalsaalughen buiinnwdusouvaalsn mstnmssnydaludanudndu iuezaaeq aadla

S230 J Med Assoc Thai Vol. 99 Suppl. 8 2016



