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Letters to Editor

Myxoid chondrosarcoma of 
the cricoid cartilage
Sir,
Primary cartilaginous bone tumors of the laryngeal region are 
extremely rare. Laryngeal chondrosarcomas account for 0.07–2% 
of all laryngeal neoplasms and less than 1% of all sarcomas.[1] A 
95% of all laryngeal chondrosarcomas are low-grade and are often 
underdiagnosed as benign chondromata. Biopsy is the cornerstone 
of the diagnosis. For definitive treatment there is a general 
consensus that conservative surgery is the most appropriate 
method.[2] These tumors are known for their indolent course, 
low metastatic potential and high percentage of recurrence. The 
clinical outcome was the worse for patients with myxoid type of 
tumors, regardless of tumor grade or applied form of therapy.[3]

A 65-year-old man with no family history of malignant or 
hereditary diseases and a 50-year history of smoking 20 cigarettes 
a day presented with a 7-month history of breathy dysphonia. 

Fechtner syndrome (FS) and Sebastian syndrome (SS).[2] All three 
conditions have an autosomal dominant inheritance and present 
with the classical triad of thrombocytopenia, giant platelets and 
leukocyte inclusion bodies. They can be caused by a number of 
different mutations that occur within the MYH 9 gene located 
on the long arm of chromosome 22 which encodes the 224-kD 
non-muscle myosin heavy chain IIA (MYHIIA) polypeptide.[2]

MHA is by far the commonest among the inherited 
megathrombocytopenias mentioned above. Most patients are 
asymptomatic or present in adulthood with a mild bleeding 
tendency.[3] Rarely, they may have significant bleeding associated 
with childbirth or surgical procedures. Platelet transfusions are 
the only means of effective treatment. SS differs from MHA 
only by a difference in the ultrastructure of the inclusion bodies 
demonstrated by electron microscopy. FA can be distinguished 
from MHA and SS by the presence of Alport-like clinical features 
such as sensorineural deafness, cataracts and nephritis.[2]

This patient underwent suction evacuation under platelet cover 
and her post operative period was also complicated with heavy 

Figure 2: Döhle bodies (Arrow) inside neutrophils. (Leishman stain, 
×1000)

Figure 1: A giant platelet with two neutrophils. (Leishman stain, ×1000)

bleeding. Screening of her two children revealed that her son had 
the classical triad of MHA while her daughter did not.
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Letters to Editor

Figure 1: CT images of our patient diagnosed with cricoid 
chondrosarcoma. (a) Axial sec  on showing a heterogeneous mass with 
a diameter of 3cm destroying the le   half of the cricoid ring. (b) Anterior 
radiograph of the neck showing presence of a mass entering the airway

b

a

The initial evaluation in a local clinic, 2 months after the onset 
of his symptoms, yielded no distinctive diagnosis. After further 
5 months of uninterrupted symptoms the patient came for an 
examination in our university hospital. Laryngoscopy revealed 
a 3cm large swelling on the front wall of the larynx. Computed 
tomography (CT) of the neck demonstrated a mass lesion of 
variable density in the area of the left cricoid cartilage with 
extralaryngeal growth extended beyond the outer circumference 
of the cartilage and into the adjacent posterior soft tissue of 
the neck [Figure 1]. Pathological lymph nodes were absent. A 
probatory biopsy of the mass was done. Pathologic examination 
revealed a tumor to be a differentiated cricoid chondrosarcoma 
with a myxoid component [Figure 2]. The patient refused 
irradiation of the tumor and strongly demanded total removal 
of the larynx. However the entire lesion could not be removed 
due to the proximity of the carotid and the vagus nerve. Total 
laryngectomy was done. Definite histology showed cartilaginous 
tumor with minimal nuclear atypia, however together with 
myxoid changes of the interstitium and focal invasion of the 
preexisting cartilage. Histological and clinical findings match the 
diagnosis of myxoid chondrosarcoma. Due to positive margins 
and residual tumor adjuvant radiation therapy was applied. The 
postoperative course was uneventful. Two years after the surgery 
the patient is free of recurrence and metastasis.

Laryngeal chondrosarcomas most commonly affects posterior 
cricoid cartilage lamina.[1,3] The etiology of laryngeal 
chondrosarcoma is still unresolved. The disordered ossification, 
ischemic change in a chondroma, radiation therapy, smoking 
have all been linked to development of the disease, but specific 
etiologic link has not been definitively established. (4) Typically it 
occurs more frequently in men with a peak incidence in the sixth 
decade. (3,5)  Hoarseness is the most common presenting symptom, 
followed by dyspnea, dysphagia, dysphonia, voice changes, cough, 
neck mass, airway obstruction (stridor), and pain. The symptoms 
are frequently present for a long duration supporting the notion of 
an indolent tumor. The pathology of laryngeal chondrosarcomas 
is well described showing that low-grade tumors are the most 
common variety observed.[1,3,4]  Moderate and high-grade tumors 
are less common. It is believed that myxoid change in these 
tumors is of prognostic importance, automatically places tumor 
into grade 2 lesion for which is more likely to have an adverse 
clinical outcome and meatstatic spread.[3] While conservative 
surgery is the primary treatment of choice for low-grade tumors, 
the specific modality and technique performed have been the 
subject of many discussions. The role of radiotherapy still is a 
matter of debate, generally it

seems to be ineffective in the management of laryngeal 
chondrosarcoma.[3] On the contrary there have been few 
isolated reports of effective radiation therapy and encouraging 
reports of fractionated proton radiation therapy for low-grade 
chondrosarcoma.[5] There have been no reports of effective 
adjuvant chemotherapy although high-grade chondrosarcomas 
warrant consideration of adjuvant chemotherapy. The rarity of 
myxoid laryngeal chondrosarcomas, specific presentation with 

Figure 2: Microscopic features of the resected tumor, Hematoxylin 
and eosin staining (a-f). Photomicrographs showing tumor  ssue 
composed predominantly of hypo or slightly cellular lobules with 
myxochondroid apperance (a and b, × 40) which are separated by 
fi broblast-like spindle cells (c, × 100). The tumor cytomorphology: 
atypical neoplas  c chondrocytes with small hyperchroma  c nuclei 
surrounded by abundant cytoplasm (d, × 100 and e, × 200). Enlarged, 
binucleated atypical cells with an increased nuclear-to-cytoplasmic ra  o 
and nuclear chroma  n distribu  on irregulari  es (f, × 400)
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Letters to Editor

Transient myeloproliferative 
disorder in Down’s 
syndrome
Sir,
Down’s syndrome (DS) is the most common trisomy in humans, 
occurring in 1/600- 1/800 live births .A unique syndrome occurs 
only in newborn with DS or trisomy 21 mosaicism and is 
frequently associated with TMD, transient abnormal myelopoiesis 
(TAM) or transient leukaemia (TL). The first case was reported by 
Schunk and Lehman in 1954.[1] It is estimated that approximately 
10% of DS infants will develop TMD; in which immature 
megakaryoblasts accumulate in liver, bone marrow and peripheral 
blood; this disorder undergoes spontaneous remission in most 
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cases. Many infants may be clinically well at presentation with 
an incidental finding of circulating blasts in the blood. In some 
cases the disease is severe and potentially lethal, manifesting 
as hydrops fetalis, multiple effusions, and liver or multiorgan 
failure.[2]

A female neonate born by to an elderly primi with PIH with 
primary infertility and had features of DS. The hemogram on 
admission showed Hb-15.9 gm/dl; TC- 201,400/mm3; Differential 
count- Atypical cells-90, Neutrophils-6, Lymphocytes-4; 
NRBCs 4-5/100WBC; Platelet count- 15,000/cumm; PCV-46.6% 
with normal blood sugar level. Peripheral smear report: RBC: 
Normocytic normochromic, WBC: 90% atypical cells with a 
high N/C ratio with moderate basophilic cytoplasm containing 
coarse basophilic granules and blebbing. The nucleoi were 
large with heterogenous chromatin and 3-5 nucleoli. Platelets: 
Reduced [Figure 1]. On MPO stain the blasts were negative for 
MPO, occasional neutrophils in the background were positive; 
thus the blasts were not of myeloid origin (barring M0, which 
morphology is against).

On flow cytometry of the peripheral blood the findings 
were as follows: CD45-98%, CD7- 64%, CD33- 80%, CD117-
98%,CD34-88% and HLA DR-40%. CD41 and CD61 were 
unfortunately not done. Thus the flow cytometry report was 
‘AML with weak CD7 expression. Echocardiography revealed 
large size atrial septal defect measuring 20.7 mm with moderate 
size pericardial effusion, pericardiocentesis was done which 
revealed a TLC of 400/cumm and DC of P75L25 with occasional 
mesothelial cell. EKG shows low voltage pattern. The FISH studies 
was performed to confirm DS on the nuclei using the Vysis Aneu 
vysion, DNA probe kit for chromosome 13,18,21,X and Y which 
revealed a Mosaic trisomy 21 (84%) [Figure 2]. Unfortunately 
before doing immune panel (CD41, CD61 and CD42a) the baby 
expired.

Down’s syndrome is caused by an extra whole or partial copy 
of chromosome 21 and is the most common abnormality 
in the newborn. Upto 80%, 66% and 34% of DS newborns 
have neutrophilia, thrombocytopenia, and polycythemia, 
respectively. [3] These findings are usually referred collectively 
as hematological abnormalities in neonates with DS.[3] 

Children with DS are at a higher risk of developing acute leukemias 
compared to the general pediatric population.[4] Neonates with 
DS also may develop TMD, an abnormal proliferation of myeloid 
blasts in the blood that resolves without therapeutic intervention. 
TMD and AMKL in DS show strikingly similar morphologic 
features. The main difference in the clinical presentation of these 
disorders is the age of onset, with TMD occurring during the first 
few days of life and spontaneously resolving by 3 months of age 
and AML usually manifesting after 1 year. TMD can present 
in the fetus[3] and can cause spontaneous fetal demise. Hence, 
the prevalence of TMD in DS may be even higher because most 
studies do not account for cases of spontaneous fetal demise 
secondary to TMD.
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