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NAME:

APRIL 1967 - CASE NO. 1

M. M.

AGE: 10

mos.

CONTRIBUTOR:

SEX:

A.

Female

RACE:,

Caucasian

Oyamada, H. D.

ACCESSION NO. 15246
Outside No. S-2057-66

St. Joseph's Hospital
San Francisco, California 94117

)

TISSUE FROM:

Left kidney

CLINICAL ABSTRACT:
His~:
This 10 month old female child was said to have abdomen
increasing in size. during the previous four weeks. She was fretful and
cried frequently.

,

Physical examination:
tumor.
~~~~ort:

A 24 lb. afebrile baby had a large abdominal

Urinalysis was normal .

Hemoglobin was 12.2 gm.%

and WBC was 16,400.
X-ray report: A KUB film showed a large left flank mass which on
IVP distorted the upper pole calyces of the left kidney and extended across
the midline., Chest x-ray was normal.
SURGERY:
After 11 x-ray treatments from October 6, 1966 to October 16, 1966,
totally 2000 r,, a left nephrectomy was performed on October 18, 1966.
GROSS PATHOLOGY:

ovoid, pale tan, rubbery mass, measuring 17 x 12 x 11 em. and
weighing 1106 grams, contained a 4 x 2 em. normal appearing kidney at the
upper pole of the tumor. The renal pelvis, veins, and ureter merged into
the tumor.
An

COURSE:
The patient was discharged on October 25, 1966 after a postoperative
course of Actinomycin D 1-:ras given without adverse effects.
FOLLOW-UP:
The patient was last seen in late February 1967 when only a few
inguinal nodes were barely palpable bilaterally.

)

)·

)

NAME:

)

APRIL 1967 - CASE NO. 2

M. M.

AGE : 4 weeks

SEX: Male

RACE: Caucasian

CONTRIBUTOR:

John R. McGrath, M. D.
Little Company of Mary Hospital
Torrance, California

TISSUE FROM\

Neck lump

ACCESSION NO. 11961
Outside No. S-2087-61

CLINICAL ABSTRACT:
History: This 4 week old
right side of his neck 3 weeks
side with his chin pointing to
with difficulty. The lump got
mother took him to a doctor.

infant • was noted to have a lump on the
earlier. His head was tilted to the right
the right. The head could be straightened
bigger during the next three weeks and the

Physical examination: The infant held his head tilted to the right
and the chin pointed to the right. The head could be straightened with
considerable traction. A nontender, noncystic, firm mass,, 3 x. 2 em. in
diameter, was fixed over the posterior· right sternocleidomastoid muscle,
half way between the angle of the jaw and the clavicle.

SURGERY:
At exploration, the sternal head of the right sternocleidomastoid
muscle was found to be markedly enlarged, indurated, with gray-white tissue
not resembling muscle. The involved area was excised.
GROSS PATHOLOGY:

A very firm, glistening, ovoid, gray-white tissue, 2.8 x 2 x 1.4 em.,
had fine lobulations on its cut surface and was surrounded on the periphery
by minute portions of red-tan tissue. Also received were two other pieces
of similar tissue which aggregated in size no more than the original tumor.
FOLLOW-UP:

As of MarCh 8, 1967, the patient was free of signs and symptoms.

NAME:

APRIL 1967 - CASE NO. 3

J. D. M.

AGE: 9 mo.
CONTRIBUTOR:

SEX: Male

RACE;

Caucasian

E. R. Jennings, M. D.
Memorial Hospital
Long Beach, California

ACCESSION NO. 12330
Outside No. S-2597-62

TISSUE FROM:: Right forearm

CLINICAL ABSTRACT:
History: A small lump developed on the right hand between the thumb
and the index finger about three weeks prior to admission. Two weeks later
a similar lump developed on the right forearm. Both lumps gradually
increased in size.
Physical examination: A 9 month old boy had a 2.5 em. and 3 em. firm
subcutaneous lump on the right hand and forearm respectively. The overlying
skin was discolored blue. No lymphadenopathy was noted. No enlargement
of abdominal organs was detectable.
Laboratory report:, Complete blood count was normal.
SURGERY:

The tumor on the right forearm was removed.
GROSS PATHOLOGY:

A 3 em. wedge of skin contained in the subcutaneous tissue
bulging, fleshy, yellow-pink nodule .

a 2.5 em.

FOLLOW-UP:

The patient died on August 27, 1962., No autopsy was performed.

1

l

NAME:

APRIL 196 7 - CASE NO. 4,

L. H,

AGE: 4 SEX: Female

,

RACE: Caucasian

ACCESSION NO. 12421

CONTRIBUTOR:

Kenley W. Falconer, M. D.
Outside No. S-1892-62
Physicians' Consulting Laboratories
Reno, Nevada

TISSUE FROM:

Lumbar lump

CLINICAL ABSTRACT:
the
)

History: This patient's mother found an asymptomatic painless lump on
girl's back about two months prior to the excision.

Past history revealed that patient the patient had a vascular lesion
removed from the, dorsal spine on the right.

)

Physical examination: A lump,
in the lumbar region about· 2 inches
spine. The skin overlying the lump
"strawberry mark''was present in the
X-ray report:
SURGERY:

)

the size of a small walnut, was found
aoove the posterior inferior iliac
was freely movable. An irregular
left axilla.

X-rays1 revealed no bony involvement.

(June 22, 1962)

A firm, round,, nodular tumor was removed from within the substance of
the sacrospinalis muscle group.
GROSS PATHOLOGY:
An oval, tan, circumscribed but unencapsulated mass, 2.0 x 1.0 x 1.0
em., was partially surrounded by skeletal muscle. When cut, the nodule
had a gray, rather homogeneous appearance.

FOLLOW-UP:
J

J

.J

No known examination of the surgical site has been made since July
1963. At that time the patient was well. The patient was seen last July
1966 for a minor trauma; IDe was in apparent good health then.

,
)

AGE:

APRIL 1967 - CASE NO. 5

I. J. L.,

NAME:
15

SEX:

Female

RACE:

Negro

CONTRIBUTOR:

J. J. Bocian. M. D.
Fresno Community Hospital
Fresno, California

TISSUE FROM:

Intestinal polyps

ACCESSION NO. 13488
Outside No. S-64-372

CLINICAL ABSTRACT:
History: This young girl had an 8 year history (since age 7) of right
abdominal pain, cramps, and occasional loose bowels.
Familial history: Father has had two surgeries for what was thought to
be diverticulitis. A sibling also has had diverticulitis.
Physical examination: A well developed but underweight Negro girl
showed increased pigmentation, on the lower lip, tongue, buccal mucosa,
palmar surface of the finger tips and retina.

)

SURGERY:

(January 23, 1964)

Upon entering the abdomen, eight areas of intussusception were found
in the small intestine between two feet distal from the ligament of Treitz
and two feet prcximal to the cecum. The intussusception was caused by
multiple polyps of varying size.
With multiple enterostomies, nine pol}~S were removed from the small
intestine and two from the large intestine. They were removed with the
pedunculated area and the base of the stalks were cauterized and ligated.
)

)

GROSS PATHOLOGY:
All polyps were pink red, oval in shape and with convoluted surface.
One of them had strawberry like appearance. All but the two smallest had
pedicles; these polyps were 1.2, 1.3, 1.4, 1.5, 2.5, 3.0, 3.1, 3.4,, and
4.0 em. in the small intestine. The colonic polyps were 1.1 and 2.2 em;
they were pedunculated. (Note: Seven of the nine small intestinal polyps
showed the changes seen on the given slides).
FOLLOW-UP:

)

j

The patient has been closely followed since surgery and she is in
excellent health.

NAME:

AGE:

APRIL 1967 - CASE NO. 6

J. L. W.
6

SEX: Female

RACE: Caucasian

CONTRIBUTOR:

S. T. Nerenberg, M. D.
Children's Hospital
San Francisco, California

TISSUE FROM:

Mediastinum

ACCESSION NO. 14031
Outside No. A65-10

CLINICAL ABSTRACT:
Historv: This young patient entered the hospital because of wheezing
and diarrhea since infancy.
Physical examination: A very pale child had. dullness to percussion in
the left lung with diminished breath sounds.
~ay

report: Chest x-rays showed a large posterior mediastinal tumor
on the left extending slightly across the midline in the lower chest.
SURGERY:

(January 4, 1965)

The mediastinal tumor was excised.
GROSS PATHOLOGY :

)

A 315 gram tumor was received in two pieces (11 x 8 x 5.5 em. and
91.5 x 8.5 x 7 .S em). The tumor was gray-white and firm but focally softened
in some areas with hemorrhagic appearance. A thin elastic covering membrane
over the tumor appeared to be a portion of the pleura.
COURSE:
X-rays taken on the 7th (January 11, 1965} post-operative day was
reported as "some remaining mass in the right paraspinal region." Also on
that day (January 11, 1965) a urine VMA was reported as 36 mgm/24 hrs.
(Normals for adult- 0.7- 6.8 mgm/24 hrs.). The patient was discharged on
his 9th post-operative day.
FOLLOW-UP:
During the two years after surgery, the patient has had multiple
attacks of dyspnea, wheezing with rib cage retraction. These attacks
occurred every six weeks or so and were treated with bronchodjlators,
antibiotics and adrenalin. She was hospitalized in January 1967 for a
particularly bad attack. Chest x-rays showed "overexpanded lungs with air
trapping." Urine. VMA was normal at 2.9 mg/24 hrs.

,
,
NAME:

AGE: 5
)

APRIL 1967 - CASE NO. 7

R. R.

SEX: Male

RACE: Caucasian

ACCESSION NO. 14308

CONTRIBUTOR:

David Linder, M. D.
San Francisco • California

Outside No. 065-2065

TISSUE FROM:

Liver

CLINICAL ABSTRACT:

l

History: This young boy entered the hospital in May 1965 because of
abdominal swelling. The mother stated the patient's abdomen has been
distended for 3 years (since age of 2).
Past history: Birth weight was, 6 pounds with jaundice developing on
3rd postpartum day that cleared in a few days. At the age of 6 months
the child developed intermittent diarrhea with foamy bulky stools which
"subsided with time."

l

)

Physical examination: The only positive finding was a distended
abdomen which was thought to be a mesenteric cyst.
SURGERY:

)

(May 25, 1965)

A large cystic tumor occupying the right lower lobe of the liver was
partially removed with great difficulty. The surgery was complicated by
rupture of one of the cysts. hemorrhage and arrhythmia. The left lobe was
normal.
GROSS PATHOLOGY:

)

A 495 gram cystic hepatic tumor was composed of 6 to 8 smooth lined
cysts varying from 4 to 11 em. in diameter and containing clear fluid.
The cyst walls varied from 0.2 em. to 3 em. in width and were separated by
brown hepatic parenchyma containing linear fibrous streaks. One cyst near
the margin of resection contained bile stained fluid.

FOLLOW-UP:
Follow-up information not available.

)

,
)
NAME :

AGE:

M. L.

APRIL 1967 - CASE NO. 8
Mexican

ACCESSION NO. 14373

CONTRIBUTOR:

L. McAlpine, M. D.
Mercy Hospital
San, Diego,, California

Outside No. 3386-64

TISSUE FROM:

Anterior mediastinum

16

SEX:

Male

RACE:

CLINICAL ABSTRACT:
History: This young man entered the hospital in July 1964 with a 2
month history of diplopia, ptosis and fatigability. He was diagnosed two
weeks prior as having myasthenia gravis and was placed on medication. He
obtained no lasting relief, but developed. weakness of the extremities,
headaches, dyspnea and postprandial weakness, of masseter muscles.
l

Past history:

Mother and maternal uncle are diabetic.

Physical examination: An alternating esotropia with restricted
lateral ocular movements was noted along with moderate weakness of hand
grasp.
X-ray report: Chest film showed enlarged "cardiac shadow"' in region
of thymus . Angiograms, showed compression. of right lateral atrial wall by
anterior mediastinal mass.
Pulmonary function studies revealed a 'inarked restrictive ventilatory
activity. 111 Electromyelogram was "nonspecific." Tensilon test was
"positive."

)

SURGERY:

A mass was removed from the anterior mediastinum.
GROSS PATHOLOGY :
A slightly lobulated,, cystic, red yellow to tan encapsulated mass,
10 x 10 x 5 em, weighing 391 grams, had a 4 x 3 x 2 em. attached stalk.
The tumor was, soft, fleshy, resembled lymphoid tissue and was focally
hemorrhagic and cystic (100 cc. of clear serosanguinous fluid escaped upon
cutting the tumor).

COURSE:
)

)

The course was complicated by a wound infection, pneumonia and several
cholinergic crises. He; was discharged 4 months after surgery only to
return to the hospital every 2 - 3 weeks for treatment of severe upper
respiratory infections or bronchopneumonia .

)

)
l

Page 2

APRIL 1967 - CASE NO. 8
ACCESSION NO. 14373

l

FOLLOW-UP:
He has had several attacks of upper and lower respiratory tract
infections which respond well to antibiotics. It is believed his
myasthenia adds to or causes his poor ventilation. During his last
attack he became so dyspneic, a tracheostomy with frequent suction was
required. He shows no sign of recurrent tumor.

l

)

J

)

)

)

)

l
NAME :

AGE:

C. G.

APRIL 1967 - CASE NO. 9

22 mos., SEX: Female

RACE: Caucasian

CONTRIBUTOR:

Benjamin Landing, M. D.
Children's Hospital
Los Angeles, California

TISSUE FROM:

Neck lesion

ACCESS!ON NO. 15433
Outside No. A 64-75

CLINICAL ABSTRACT:
History: Tnis 22 month old infant girl was noted at birth to have a
large cystic mass involving the right mandibular and submandibular area. A
partial resection was accomp,l ished at another hospital at 8 days of age
(5-25-62).

l

)

)

She did well after surgery urttii age 10 months when she was rehospitalized, (March 19, 1963) because of rapidly increasing size of the mass with an
associated ~pper respiratory infection. A tracheostomy was performed because
of increased respiratory difficulty~ The infection responde4 to antibiotics
and she was transferred to, ChilClren •s Hospital for further surgical treatment
on April 13, 1963.
Physical examination: On admission a large soft cystic mass was seen
over the right face and neck, extending from the right ear and suborbital
area across to the left submandibular area.
Surgt: ...·y :
performed.

J

)

J

(April 16, 1963)

A partial resection of the mass was

Course: Postoperatively she developed a staphylococcus and escherichia
coli wound infection which cleared. On June 20, 1963, more of the mass was
removed. The surgery was limited by the desire to preserve the facial nerve.
On July 1, 1963, the tracheostomy was removed and the wound healed . She was
discharged on July 4, 1963.
On September 16, 1963, she. was re-admitted to the hospital for cough
and stridor. A tracheostomy was1 performed and more tumor was removed., The
tracheostomy tube was removed and she was discharged on November 7, 1963.
On March 20, 1964, a swelling beneath the right side of the chin was
drained. One week later she. was hospitalized for the last time when she was
admitted in acute distress (pulse 140, respiration 40, temperature 38.6°C)
and a cellulitis of the right neck. Multiple antibiotics were given. Three
hours after admission she suddenly became apneic and cyanotic. She died and
resuscitation was unsuccessful.

,
Page 2

APRIL 1967 - CASE NO. 9
ACCESSION NO. 15433

GROSS PATHOLOGY:

,

(Autopsy)

Autopsy revealed posterior pharyngeal compression by a gray~ soft~
rubbery, focally scarred cystic tumor, 10 x 5 x 3 em. in diameter, that
exuded an abundant milky fluid on cut section. The tumor process on the
right lateral neck adjacent to the pharynx extended cephalically to involve
the muscles in the floor of the mouth. The midline trachea was not
compressed by the tumor which was deep to the right carotid jugular complex,
the latter being displaced laterally and not compressed. Cervical cellulitis
was also present.
The lungs showed bronchopneumonia and acute bronchiolitis with
obstructive emphysema. There was mild adrenal hemorrhage bilaterally.
Cultures from autopsy material grew out escherichia coli and enterococcus
from cervical pus and a gram positive anaerobic rod from the lung . Blood
cultures were negative.

j

l

NAME:

APRIL 1967 - CASE NO. 10

P'. A.

AGE: 16, 1/2 mos.
l

SEX: Male RACE: Caucasian

CONTRIBUTOR:

Benjamin Landing, M. D.
Children's Hospital
Los Angeles, California

TISSUE FROM:

Liver

ACCESSION NO. 15434
Outside No. A-66-178

CLINICAL ABSTRACT:
History: This male infant, born in May 1965,, had otitis externa since
3 months of age. At the age of 9 months a right mastoidectomy was performed
elsewhere and a diagnosis was made~ on the submitted surgical material. He
was referred to Children's Hospital.
Physical examination (age 10 months): A llla!le infant with seborrhea,
petechiae, also had hepatosplenomegaly and a soft hyperemic mass on the
right mastoideum.
)

Laboratory report:
cytosis.

Complete blood count showed a moderate lympho-

X-ray report: Partial destruction of both temporal bones and of tbe
fifth left rib was noted on x-ray.
)

Course: He was treated with 1000 r to the right mastoid and put on
Velban. He was discharged only to re-enter one month later (4-23-66)
with fever and a discrete but widespread rash of the trunk. The right
mastoid although still productive showed considerable improvement. X-rays
now showed collapse of T-8 in addition to the rib lesion.
A third Children's Hospital admission was for increasing nonproductive
cough and fever. He was placed on antibiotics, sedated, and continued on
Vel ban.

On his 4th admission he showed seborrhea, ascites, icterus, hepatosplenomegaly, pedal and scrotal edema and slight. tachypnea. The bone
lesions and old mastoiditis were still present. He was placed on methotrexate and discharged on October 3, 1966.

)

Follow-up: The patient died 4 days later' (10-7-66) at home.
autopsy was perfanned two hours later.
)

)

An

l

,
Page 2

APRIL 1967 - CASE NO. 10
ACCESSION NO. 15434

)
GROSS PATHOLOGY:

t

(Autopsy)

An enlarged green fibrous liver (530/331 gram expected) showed large
bile lakes. The gallbladder and bile duct were occluded by stone-like
inspissated bile.

The enlarged spleen (142/28 gm. expected) had a dull capsule with very
firm parenchyma containing diffuse linear white fibrous-like infiltrate.
Lymph nodes were generally enlarged and firm. The collapsed vertebral body
of T-8, the left fifth rib, and the petrous pyramids (particularly on the
right) were partially destroyed by soft yellow tumor. In addition, there
was bilateral pulmonary fibrosis; hypoplastic bone marrow; hemorrhages in
the lung, spleen, skin, and meninges. The lesion shown here was seen
microscopically in varying degrees in the heart, lungs, liver, spleen,
genitourinary and gastrointestinal tracts, endocrine glands, middle ears,
brain and skin.

I

)

)

,
NAME:

D. M.

AGE : 2

..,

'l

APRIL 1967 - · CASE NO. 11

SEX: Female RACE: Caucasian

CONTRIBUTOR:

Marthe E. Smith, M. D.
St. Luke's Hospital
San Francisco,, California

TISSUE FROM:

Spleen.

ACCESSION NO. 14821
Outside No. A65-166

CLINICAL ABSTRACT:
History: This 2 year old infant, entered the hospital on December 12,
1965 because of extreme pallor, diarrhea for 3 or 4 days, and fever of 102 .2F;,
she had been listless for about one month.

)

J

Past history: Two female siblings were living and well., Mother and
uncle had an uanemia. 11

)

Physical examination: A pale underweight infant (22 1/2 lbs.) had
hepatosplenomegaly without lymphadenopathy. Meningismus was present but no
rash was noted. Her temperature was 38.9°C (102 F).
Laboratory report:

Complete blood count:

Hemoglobin 4.5, PCV 15, RBC

1. 7 million, WBC 13,300, retics 5%, 3 nucleated RBCs/100 WBCs, platelets' less

than 10,000. Throat culture showed many pneumococcus and two beta streptococcus. SGOT' and SGPT were normal. LDB was 950 with marked increase in LDz.
Bilirubin was 1.4 mgm% total with 0.2 mgm% direct. A bone marrow on admission
showed marked myeloid and normoblastic erythroblastic hyperplasia,abundant
iron, prominent erythrophagocytosis of nucleated RBCs and 3-5% large phagocytic reticulum cells (some of which were atypical). Megakaryocytes were
unremarkable. A positive Coombs was found on an initial crossmatch; subsequently it was not. PPD was negative.
)

X-ray report: Bone x-rays were normal and massive hepatosplenomegaly
was confirmed on abdominal films.
COURSE:
j

)

J

Amphicillin was started on admission;, but. when blood,. spinal fluid, and
stool cultures were negative, it was believed the child had a severe hemolytic
anemia, probably auto-immune. On December 15th prednisone was started and
amphicillin discontinued. Fever spikes1 to 100.4 continued and despite
multiple transfusions her condition deteriorated as1 her hemoglobin continued
to fall. The liver and spleen progressively enlarged and her pulse increased.

Page 2

APRIL 1967 - CASE NO. 11
ACCESSION NO. 14821

Because of an increasing white count (up to 30,000) and appearance of
immature blood cells, a repeat bone marrow was obtained on December 21 (9th
hospital day). This marrow was markedly different. An infiltration of R-E
cells was prominent with many "undeniably malignant 11 characteristics. Some
cells were multinucleated, others were more benign, and had abundant cytoplasm and exhibited erythrophagocytosis. Many of these RE cell forms were
seen in the peripheral blood.
On December 23rd, a single dose of Velban was given.
The infant
continued to deteriorate, petechiae developed, temperature spiked to 103 and
the infant died on December 26, 1965 at 4:30a.m., 14th hospital day and 6
weeksfrom the onset of listlessness.

GROSS PATHOLOGY :

(Autopsy)

Skin and other organs exhibited. multiple petechiae and ecchymoses which
were q ite extensive in the myocardium. All viscera were extremely pale.
The heart was moderately hypertrophied, and the lungs were markedly edematous
with moderate hydrothorax, hydropericardium, and massive ascites. There was
a moderate hepatomegaly (820 gm.) with smooth capsule, sharp liver edge, and
pale tan color with prominent nutmeg pattern and regular lobular markings.
Lymph nodes throughout the body appeared discrete, red, and of the size
compatible with the age. The enormously enlarged spleen (244 gm.) had a
smooth plum capsule with slightly raised, ill-defined, whitened areas. The
cut section was plum-colored and firm and scraped easily with completely
obscured markings. The dependent areas of both lungs showed a liver-like
diffuse consolidation. No gross bone lesions were found.

NAME:, J. C.

APRIL 1967 _, CASE NO. 12

AGE: 2 3/4 yr.

SEX: Male

RACE: Caucasian

CONTRIBUTOR:

Benjamin H. Landing, M. D.
Children's Hospital
Los Angeles,, california

TISSUE FROM:

Liver

ACCESSION NO. 15435
Outside No. A 64-142

CLINICAL ABSTRACT:'
History: This 2 3/4 year old child was said to be 1'well 11 until 6 days
prior to admission when he developed fever, cough, and coryza. When he did
not respond to medication, he was referred to Children's Hospital. Familial
history rev~aled a brother and three maternal uncles had died (at ages
5 - 24 months) after an illness similar to the above described.
Physical examination:

)

Child showed hepatosplenomegaly.

Laboratorv report: Anemia, thrombocytopenia, and abnormal peripheral
lymphocytes containing cytoplasmic vacuoles and granules were detected.
Bone marrow showed normoblastic hypoplasia, plasmacytosis, and myeloid
left shift. Blood cultures were negative.
COURSE:
He was treated with antibiotics and steroids. The fever persisted and
neutropenia developed. On the 15th hospital day, generalized seizures
developed which were controlled by barbiturates. A bleeding tendency was
now present and vitamin K was started. His condition deteriorated and
rales developed with respiratory distress. He died on July 8, 1964, his 19th
hospital day and 27 days after reported onset of symptoms.
GROSS PATHOLOGY:

(Autopsy)

Autopsy revealed a soft, large, green liver (768/412 gm. expected).
with prominent lobular pattern and bile stasis with accentuated septa. The
gallbladder contained pale yellow bile. The spleen was also enlarged
(60/36 gm. expected) and showed congestion with prominent septa; follicles
appeared reduced.. All lymph nodes were large, firm and tan.
)

An ulcerative enterocolitis and tracheobronchitis grew out pseudomonas.
Bone marrow was pale but normally firm ..

The heart, lungs, spleen, liver, kidneys, testes, bladder,, trachea,
thymus, entire gastro-intestinal tract, brain and arachnoid showed the
infiltrate seen on your slide.

l

.,
NAME:

APRIL 1967 - CASE NO. 13

M. B.

SEX: Male

AGE: 6

CONTRIBUTOR:

RACE: Unknown

ACCESSION NO. 15436

Benjamin Landing, M. D.

Outside No. S-91-51

Children's Hospital
Los Angeles, California
TISSUE
l

FROM:

Parotid

CLINICAL ABSTRACT:
History: This 6 year old child entered the hospital with the history
of a painless tumor of the right cheek of one month 1 s duration. About two
weeks prior to admission the swell ing became very prominent. The area
involved was hard and the skin overlying became tense. After a biopsy was,
made the patient was referred to Children's Hospital.
Physical examination: A 6 em. fluctuant, nontender, apparently movable
mass lay over the right cheek and extended laterally to below the right ear
where a 3 em. firm, moderately fixed mass was formed over the right parotid.

t

)

)

Laboratory report:

Complete blood count and urinalysis were normal.

X-ray report: IVP, chest x-ray, and films of the right. face,. maxilla
and mandible were normal. X-rays of the base of the skull showed clouding
of the right antrum and right sphenoid with bone destruction in the region
of the foramen ovale at the lacerum.
SURGERY:

After multiple biopsies to ascertain the extent of the tumor spread,
the mass was partially removed on February 21, 1951. At surgery,, finger-like
projections extended beneath the zygoma, others extended toward the nasopharynx. It was impossible to remove the tumor completely.
GROSS PATHOLOGY:

,

A soft, pink white tumor mass, 8 x 3.5 x 3.5 em. in diameter, contained
on section yellow-white, ill-defined 0.5 em. foci of firm areas and some
spaces, the largest 0.6 x 0.1 em. This tumor was covered on one surface by
a 3.6 x 1.2 em. oval piece of skin containing a biopsy incision. Also
submitted was a 5 x 2 x 0 .s, em. piece of similar soft, pink white tumor
tissue.
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APRIL 1967 - CASE NO. 13
ACCESSION NO. 15436

COURSE:
Post-operatively x-ray therapy was given for one week's duration.
During this period pain occurred about the right eye and swelling developed
over the right cheek; a paralysis of the right external rectus of the eye
was noted. The next day, March 7, 1951, a VII nerve palsy was detected along
with increased facial swelling. The following day the periorbital pain
ceased. It was decided to discharge the patient and reinstitute x-ray
therapy as an outpatient.

FOLLOW-UP:
Follow-up information not available.

p

)

)

NAME:

s.

APRIL 1967 - CASE NO. 14

A.

AGE: 10 SEX: Female

RACE: Caucasian

CONTRIBUTOR:

Benjamin Landing, M. D.
Children's Hospital
Los Angeles, California

TISSUE FROM:

Retroperitoneum

)

ACCESSION NO. 15437
OUtside No. A 65-170

CLINICAL ABSTRACT:
Historv: This white female was well until the age of 9 - 4/12 years
when she developed. fever, anorexia, and weight loss. The diagnosis of
collagen disease was made. A lymph node biopsy showed hyperplasia. Her
symptoms improved with prednisone but then recurred.
l

)

)

Seven months after onset of illness, she was referred to Children's
Hospital in May 196$. Physical examination and review of x-rays showed
a retroperitoneal mass1. The mass was biopsied and it was considered to be
sarcomatous. She was1 treated with x-ray therapy, cytoxan, methotrexate
and Actinomycin D. She became leukopenic and febrile; she was placed on
antibiotics and continued only on x-ray therapy. She showed slow improvement
and was discharged.
Her final admission was 8/9/65, at age 10 2/12 years, when she showed
signs of portal hypertension, ascites, shock, gastro-intestinal bleeding and
edema. On August 18, 1965 she developed respiratory distress, then shallow
respirations. and expired •.
GROSS PATHOLOGY :

)

(Autopsy}

An autopsy performed 90 minutes later showed the entire abdominal and
lower thoracic retroperitoneum (i.e. mediastinum) to be diffusely thickened
by edematous, fibrous tissue with areas of fat necrosis, frank tissue necrosis
and hemorrhage. This, process surrounded, but did not occlude, the aorta
and branches, vena cava, and portal vein in the retroperitoneal and lower
thoracic areas. The ureters were so compressed by this lesion so as to
result in bilateral hydroureters and hydronephrosis; the kidneys and adrenals
were buried in this tumor. All retroperitoneal organs1were surrounded by
this process. The cellular infiltrate present in the retroperitoneal tumor
was also present in. varying degrees in the epicardium, lungs, spleen,
esophagus, duodenum, colon, kidneys, pancreas, bladder, tubes, and ovaries.
There was focal pancreatic fat necrosis and extensive peripancreatic fat
necrosis. The ascites and bilateral pleural effusions totalled 700 cc; the
lungs were atelectatic., The liver showed diffuse fatty degenera~ion.

,
NAME:

APRIL 1967 - CASE NO. 15,

P. F.

AGE: 14

SEX: Male

RACE: Caucasian

CONTRIBUTOR:

Benjamin H. Landing, M. D.
Children's Hospital
Los Angeles, California

TISSUE FROM:

Anterior mediastinum

ACCESSION NO. 15438
Outside No. A 64-253

CLINICAL ABSTRACT:
History: This young, boy entered the hospital with the history of fever,
exertional dyspnea and shoulder pain of one monthrs duration. Past history·
was noncontributory •.
Physical examination: A dyspneic well developed young male had a
temperature of 38°C~, respirations of 60/minute, blood pressure 124/60 and
a pulse of 88/minute. Sputa was slightly blood tinged. Rales and tubular
breath sounds were heard ove~ the lung, fields.

)

Laboratory report: Complete blood count: Hemoglobin 10 gm.%; 33,000
WBC with 90% polys·, 5% lymphocytes, and 5% monocytes. SGOT was 73 units;
A/G on serum was 3.8/1.6. Sputa and blood cultures were negative.
X-ray report: Chest xray showed extensive snowball lesions.
bone survey and marrow were noncontributory.

)

IVP,

He was placed on antibiotics and a lung biopsy was obtained on
December 17, 1964.
COURSE:

)

He remained tachypneic and cyanosis developed.. He died on the 9th
hospital day with a cardiac arrest.
GROSS PATHOLOGY:

)

)

(Autopsy)

At autopsy the upper anterior mediastinum had 2 masses; one midline and
another in the position of the right middle lobe (lung). Each mass was
firm, well encapsulated, lobular, with a dark purple cut surface showing,
cystic areas and fibrous and hemorrhagic foci without calcification. The
masses aggregated 295 grams in weight and 8 x 6 x 5 em. in size. The lungs
(R - 1000/450 gm. expected and L - 1206/375 gm. expected) contained numerous
uniformly firm,dark red tumor nodules, varying from 0.2 to 4 em. in diameter.
These nodul es were scattered throughout all lobes, the hilar and pleural
surfaces. Similar tumor nodules were noted within the occipital lobe of
the brain. A hemothorax and hydropericardium were also present. Microscopically tumor was present around myocardial arteries.

,
..,

,

NAME :

APRIL 1967 - CASE NO. 16

S. L. M.

AGE: 9 hrs.

SEX: Female

RACE: Unknown

CONTRIBUTOR:

Benjamin Landing, M. D.
Children,' s, Hospital
Los Angeles , California

TISSUE FROM:

Sacrococcygeal tumor

ACCESSION NO. 15439
Outside No. S-66-1354

CLINICAL ABSTRACT:
)

Historv: This full term, spontaneously delivered,, 9 lb. 9 oz. infant
was admitted to Children's Hospital at 9 hours of age with a sacrococcygeal
mass.
Prenatal
of the uterus
the legs, the
taken and she

history: The mother was said to have had a partial prolapse
at five months'' gestation and considerable pitting edema of
latter being treated with diuretics. No other drugs were
denied any.

Physical examination: An active, well developed, pink baby had a
large sacrococcygeal mass overlaid with intact skin. The anal orifice was
displaced anteriorly; the sphincter was intact. On rectal examination
the sacrum could not be palpated because of the large mass; meconium stool
was passed.
X-ray report: The x-rays showed a 14 x 11 em. ovoid dense soft tissue
mass arising from the lower presacral area. Several flecks of amorphous,
calcification were noted within the mass., The rectum contained gas and was
displaced anteriorly.
)

SURGERY:
On

the day of admission (June 8, 1966), the sacrococcygeal tumor was

removed .
)

GROSS PATHOLOGY :
A 25 x 25 x 20 em., 684 gram mass was partially covered with skin. The
cut surface showed mucinous, pale gray, brain-like areas interspersed with
cystic areas up to 5 em. filled ~ith blood or clea~ fluid. Other areas were
yellow-brown and necrotic.
COURSE:
Post-operative course was uneventful. An electromyelogram on June 22,
1966, revealed 20% denervation avtivity in complex motor units and muscles
supplied by L-5, and S-1 - S-4. The incision healed adequately and the
patient was discharged on June 25, 1966, her 17th post-operative day.
FOLLOW-uP:
Follow-up information is not available.

l

NAME:

AGE:

APRIL 1967 - CASE NO. 17

B. H.

13

SEX: Male

RACE: Caucasian

CONTRIB l1rOR:

David B. Dickey • M. D.
Torrance, California

TISSUE FROM:

Thyroid

ACCESSION NO. 14830
OUtside No.

J-71-66

CLINICAL ABSTRACT:
History: This patient was first seen one year prior to surgery
when an enlarged thyroid was found. The PBI was 3.5 at that time. Because
of the fact that the patient and hie family came from an iodine deficient
area (all of them had goitres), he was placed on KI. The PBI rose to
normal but the thyroid continued to enlarge. The gland was finally removed
because of pressure symptoms and for cosmetic reasons.
GROSS

)

PATHOLOGY:

Two diffusely nodular lobes of thyroid (8 x 4.5 x 4 em. and 7 x 4.5 x 4
em.) weighed 115 grams. The cut surface showed many nodules, some completely
encapsulated, several were firm ani gray while others glistened with colloid.
Areas of hemorrhage were encountered.

FOLLOW-UP:
Patient lost to follow-up.

NAME :

AGE:
l

i

APRIL 196 7 - CASE NO. 18

I. O.

10 mo.

SEX: Female

RACE:: Caucasian

CONTRIBUTOR:

Prank Finck, M. D.
Los Angeles County Hospital
Los Angeles, California

TISSUE FROM:

Pace lesion

ACCESSION NO. 14914
Outside No. 66-6338

CLINICAL ABSTRACT:
History: This 10 month old Caucasian female was hom with a small,
red swelling on the left side of the chin. The lesion had become
progressively larger.

l

Past history:
with penicillin.

'

Pneumonia three months prior was successfully treated

Physical examination: A 2 x 2 em., soft, red, slightly pedunculated
swelling was noted on the skin of the left side of the chin over, but not
attached, to the mandible .
Laboratory report; Complete blood count and urinalysis were normal
as were. x-rays of the mandible. Chest x-rays showed clearing, of a right
lower lobe infiltrate seen in March 1966.
SURGERY :

(May 5, 1966)

The lesion was totally excised.
GROSS PATHOLOGY:
A 3 em., ellipse of skin contained a. centrally located, wrinkled, blue
gray, hemispherical tumor, measuring 1.8 em. in diameter and projecting
0.6 em. above the skin surface.
COURSE:

The patient did well post-operatively.
FOLLOW-UP:

(December 1966)

The facial lesion was well healed and showed no recurrence.

The
child was being treated for a recurrent pneumonic infiltrate in the right
lower lobe.

NAME:

J. H.

AGE: 11

APRIL 1967 - CASE NO. 19

SEX: Male

RACE: Caucasian

CONTRIBUTOR:

Ernest G. Edwards, M. D.
St. Bernardine's Hospital
San Bernardino, California

TISSUE FROM :

Gluteal area

ACCESSION NO. 15402
Outside No. 66-3357

CLINICAL ABSTRACT:
History: This, boy entered the hospital with progressive dull pain
and swelling in the left gluteal region of one week's duration. He had been
kicked in the left gluteal area 7 weeks prior to admission and experienced
transient pain. He was kicked again in that area one week ago and then the
symptoms started.
)

)

Expecting to find a hematoma, the surgeon found a 5 x 3 em. soft~ gray,
friable tumor mass beneath the gluteal muscles, extending from "inferior to
the left iliac crest to, just below the hip and extending laterally to the
hip abduccors toward the sacrum." Bone involvement was, neither apparent at
surgery (nor on x-ray).
Postoperatively an intravenous pyelogram showed the left ureter was
displaced to, the right at the level of the sacroiliac joint. A urinary VMA
was, normal.
SURGERY:

)

Considering that the tumor may have arisen in the retroperitoneum, a
transabdominal exploration revealed no retroperitoneal involvement. The
gluteal region was again opened and lobulated gray tumor was excised,
hopefully in toto.
GROSS PATHOLOGY :
Varying sized,, fleshy, friable gray-white to dark red tumor masses
aggregated 298 grams. The largest mass measured 12 x 9 x 6, em. Covering
about 1/3 of one surface were ribbons of skeletal muscle which were easily
separated from the subjacent tumor which was smooth surfaced. Cut section
showed granular areas suggestive of necrosis or calcificatio~
FOLLOW-UP:
Since the surgery in November 1966, the child has developed a 6 em.
solitary left lung lesion visualized on xray. Cytoxan was started and the,
tumor has reportedly diminished by two-thirds.

l

NAME:

APRIL 1967 - CASE. NO. 20

S. R.

AGE: 9

SEX: Female

RACE: Unknown

CONTRIBUTOR:

Albert Hirst,, M. D.
Loma Linda University Hospital
Loma Linda, California

TISSUE FROM:

Left atrial tumor

')

ACCESSION NO. 15297
Outside No. 66-S-4541

CLINICAL ABSTRACT:
History: In May of 1966, this Puerto Rican girl had tonsillitis which
was followed in two weeks by joint pains, fever, and nosebleeds. Physical
examination revealed a grade II/VI systolic murmur with. a diastolic.
component heard only along the left sternal border. She was treated with
penicillin, cortisone and ASA with good response and was able to return to
school.

l

l

)

On September 18, 1966, she was hospitalized because of symptoms and
signs of embolism to the left brachial artery. At surgery, an embolus,
measuring 2 x 0.5 em. and resembling chicken-fat clot, was removed from the
brachial artery in the. left antecubital fossa. Subsequently, the color and
pulses returned to the arm.. She returned to the hospital on October 31,
1966 because of the sudden onset of aphasia, agraphia, and semi-coma. She
gradually improved over a period of several days following medical treatment
with anticoagulants.

)

On November 22, 1966 she developed a second episode of embolism to ·
the left arm with cyanosis limited to the middle finger and inner half of
the ring finger on the left hand. She was transferred from a hospital in
Puerto Rico where the previous surgery was performed to Loma Linda
University Hospital on November 29, 1966.

)

Familial history:
living and well.

No history of heart disease.

Two siblings are

Laboratory report: On November 30, 1966, a right heart catheterization
revealed the presence of a mass in the left atrium. The mass was
apparently pedunculated, moving back and forth during the cardiac cycle.
)

SURGERY :

j

(December 1, 1966)

The left atrium contained a 4 x 3 em. soft friable tumor with a 1
em. in diameter pedicle which was attached 1 em •. above the mitral annulus
on the inner atrial septum.. A surgical excision of a left atrial tumor was1
performed under cardiopulmonary bypass.

l
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APRIL 1967 - CASE NO. 20
ACCESSION NO. 15297

GROSS

PATHO~:

A 4 x 3 x 2 em. friable, translucent polypoid mass had a gelatinous
consistency. Focal red brown discolored areas were noted near the center.

FOLLOW-UP:
She was discharged on December 9, 1966. Microscopic examination of the
brachial artery embolus was histologically identical with the left atrial
tumor. She returned to Puerto Rico, arid as of February 22, 1967 she was in
good health.

NAME:

J. S.

APRIL 1967 - CASE NO. 21

AGE: 2 SEX: Female

RACE:

Negro

CONTRIBUTOR:

Robert Clelland, M. D.
Los Angeles County Hospital
Los Angeles, California

TISSUE FROM:

Liver

ACCESSION NO. 15121
Outside No. 66-10044

CLINICAL ABSTRACT:

)

)

History: This 2 1/2 year old negro female entered the hospital on
July 25, 1966 because of an increasing abdominal girth first noted about
one month previous. The child had been well without any associated
symptoms until about one week prior to admission when the mother noted the
child was having abdominal discomfort.
Physical examination: A well developed female infant had a firm, nontender, non-nodular right upper quadrant abdominal mass which was palpable
across the midline to the left midclavicular line in the upper abdomen and
slightly below the umbilicus in the right lower quadrant.
Laboratory report: Complete blood count and urinalysis were normal.
Liver function tests were unremarkable.

)

X-ray report: Chest, urogram and skeletal x-rays were unremarkable.
The abdominal film showed a right upper quadrant mass.
SURGERY:

)

(July 28, 1966)

A unilocular cyst, containing 1500 cc. of murky bile stained fluid,
was found on the inferior surface of the right lobe of the liver. The
capsule of the cyst was continuous with the liver. The cyst was incompletely removed leaving a 10 x 5 em. segment of cyst wall behind. Cyst fluid
contaminated the abdominal cavity. The circumference of transection was
oversewn and the abdomen closed after no other abnormalities were found.
GROSS PATHOLOGY:

)

A 15 x 14 x 13 em. cyst contained mucinous material. On cut section
honeycombing was noted. The cyst wall was 0.2 to 0.3 em. thick. The
lining surface was shaggy and contained numerous polypoid masses, varying
from 1 em. to 7 x 5 x 5 em., which projected! into the. cyst cavity. On
section the polyps were gray-yellow, focally hemorrhagic, which. suggested
necrosis. The external cyst surface was smooth and shiny.
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APRIL 1967 - CASE NO. 21
ACCESSION NO. 15121

COURSE:
On August 15, 1966, the 19th post-operative day, a second surgery was
performed with the hope of removing the residual cyst lining. At this time
it was noted that some of the cystic tumor involved the left lobe and
therefore a right lobar hepatectomy was not feasible. The remainder of the
cyst and adjacent liver was removed from the right lobe. Only a microfocus
of residual tumor was noted after multiple sectioning of the submitted
material. The margins of resection were free of tumor.

'l

Following the second surgery, she did well. Actinomycin and
abdominal x-radiation were given. She was discharged to home on September
2, 1966, her 38th hospital day.

FOLLOW-UP:

1

)

)

She was last seen on March 8, 1967. At that time
Complete blood count and chest films were normal. The
be 4 em. below the right costal margin and nodular, A
showed irregular filling defects on the "liver margins
posteriorly. 11

her weight was stable.
liver was noted to
recent liver scan
superiorly and

'l
NAME:

AGE: 14

,

SEX: Male, RACE: Caucasian

CONTRIBUTOR:· Andrew J •. McQueeney, M. D.
St. Francis Hospital
Santa Barbara, California
TISSUE FROM:

1

APRIL 1967 - CASE NO. 22

R. D. R.

ACCESSION NO. 15224
Outside No. 66-1767

Testis

CLINICAL ABSTRACT:
History: This school boy was, admitted to the hospital on September
22, 1966 with the history of a swollen right testicle noted first in
August 1965. The swelling had gradually increased and pain was first noted
4 days prior to admission.
Physical examination:
failed to transilluminate.
was normal.
X-ray report:
SURGERY:

A right scrotal mass, the size of an orange,

The cord was acutely tender.

The left. testis

Chest x-ray and excretory urograms were negative.

(September 23, 1966)

The right testis was, markedly enlarged and firm. The testis was.
removed with the cord to the level of the internal inguinal ring.
GROSS PATHOLOGY:

)

A 550 gram, 11 x 9 x 8 em. testicle had an attached 7 em. in. length
segment of unremarkable spermatic cord. No extra testicular tumor was
evident. The testis was almost completely replaced by a firm, gray white,
cystic (0.7 to 1.5 em.) tumor showing focal hemorrhage. The cysts were
separated by areas of fi~pale, yellow white solid tumor. The tumor· was
well demarcated from a 0.5 to 0.7 em. peripheral band of normal testicular
parenchyma.

COURSE:

A lymphangiogram postoperatively was reported as normal.
FOLLOW-UP:

)

A right retroperitoneal node dissection on October 11, 1966 obtained
29 nodes; all were free of tumor. A chest film in January 1967 was normal
and he is back in school. No irradiation therapy has been given.

NAME:

APRIL 1967 - CASE NO. 23

P. G. T.

AGE: 12

SEX: Male

RACE: Caucasian

CONTRIBUTOR:

Paul Thompson, M. D.
St. Luke Hospital
Pasadena, California,

TISSUE FROM:

Thyroid

l

ACCESSION NO. 15334
Outside No. 598-66

CLINICAL ABSTRACT:

')

History: This young boy was first seen for an enlarged thyroid in
June 1965. He was diagnosed as having a benign nontoxic diffuse goiter and
placed on synthroid. When next seen in January 1966, the gland had enlarged
considerably and became irregular. Satellite nodules were now palpable.
)

Familial history:

Mother had thyroidectomy for adenoma in 1962.

Physical examination: An enlarged gland was firm and nodular over a
4 x 3 em. area. Lateral cervical nodes measured 0.3 em. to 0.8 em.
bilaterally.
)

SURGERY:

(March 1966)

The left lower thyroid lobe was irregularly nodular and enlarged. A
left cervical node was enlarged; it was excised. After a frozen section
diagnosis of the node, a total thyroidectomy and bilateral cervical lymph
node resection was accomplished.

)

GROSS PATHOLOGY:

)

•

A 12 gram thyroid (right lobe - 4 x 1.5· x 1 em.; left lobe - 3 x 1.5 x
1.5 em.) contained a 0.7 x 0.5 em. irregular gray nodule in the left lower
pole. The remainder of the gland showed thin gray fibrous bands traversing
the parenchyma., Also submitted were six lymph nodes varying from 0.6 em.
to 2~3 em., the largest node being the frozen section biopsy, contained
gray areas resembling abscesses.
FOLLOW-UP:

)

When patient was last seen in February 1967, there was no sign of
recurrence.

)

NAME:

APRIL 1967 - CASE NO. 24

L. 0.

AGE: 2 days

SEX: Male

RACE: Caucasian

CONTRIBUTOR:, Robert W. Huntington. M. D.
Kern County General Hospital
Bakersfield, California

l

TISSUE FROM:

ACCESSION NO. 14418
Outside No. S-3893-65

Kidney

CLINICAL ABSTRACT:
History: This male newborn had an upper abdominal mass which
determined to be an enlarged kidney.,

1

.,

was

SURGERY:
At 2 days of age, the kidney mass was removed.
GROSS PATHOLOGY:
A multilobulated cystic mass (11 x 7 x 6 em.) showed solid, greasy,
light yellow surface with cysts filled mostly with blood; one cyst contained
urine-like fluid., The renal pelvis was identified and unremarkable. No
normal renal parenchyma was identified.
FOLLOW-UP:
At the present time the child continues to have a little elevation
of the BUN; otherwise he is doing well •

•

)

)

)

NAME:

AGE:

APRIL 1967 - CASE NO. 25

S. B.
10

SEX: Female RACE: Caucasian

ACCESSION NO. 15523

CONTRIBUTOR:

Howard Otto, M. D.
Outside No. 47-7414
Los Angeles County General Hospital
Los Angeles, California

TISSUE FROM:

Kidney

CLINICAL ABSTRACT:
History: A 10 year old Caucasian female admitted to the hospital in
July 1947 because of a left anterior abdominal mass of three weeks 1 duration.
There was no history of any genitourinary symptoms elicited.
Physical examination revealed a blood pressure of 110/60 with a firm,
nontender and nonmovable left upper quadrant mass. No palpable lymph node
involvement was found.
Laboratory report:
Urinalyses were normal.

Hemoglobin was 12.0 grams.

NPN was 40 mgm%.

X-ray report: The flat plate of the abdomen revealed a large left
upper quadrant mass. An intravenous urogram revealed delayed left renal
visualization with distorted and elongated calyces and a normal appearing
right collecting system. Cystoscopic examination was normal except that no
indigocarmine dye was seen coming from the left orifice after 10 minutes.
)

The patient was given pre-operative radiation therapy to reduce the
tumor size, however after completion of radiation there was no clinical
detectable reduction in mass size.
SURGERY':

(November 13, 194 7)

The patient had a left flank nephrectomy of an enlarged left kidney
which was fixed to the inferior vena cava and aorta by the tumor.
GROSS PATHOLOGY :
The kidney weighed 280 grams and was 14 x 5 x 7 em. in size. There
were numerous yellowish~hite tumor nodules throughout the renal parenchyma
with extension of tumor into the renal, pelvis, ureter,, hilar lymph nodes and
renal vein.
COURSE:
The immediate postoperative course was uncomplicated. The patient's
general condition gradually worsened and she expired at home in July 1948.

)
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Dr. Landing's Conference since an addenda could not be prepared by Dr. Landing
himself.

The recording, unfortunately, was of poor quality and only "gleamings 11

could be obtained.

This addenda may not reflect the views of Dr. Landing, but

to the best of my ability I tried to editorialize his anlendid delivery on the
subject of childhood tumors.

)

Any differences from what he said and what this

addenda contains is purely coincidental.
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INTRODUCTION
This seminar is devoted. to some of the usual and unusual tumors of childhood. The chart below indicates the changes that have occurred during a 25 year
period. It can be, seen that cancer rose from 12th to· 2nd place as the cause of
death and is exceeded only (beyond the immediate newborn period) by accidental
death.
Leading Causes of Death

}

Children 1 ..14
United States 1934 and 1939
Rate Per 100,000 Population

l

-1959

.ill!
40.3
35.1

8.
9'.

Accidents
Pneumonia
Diarrhea and
Enteritis
Measles.
Appendicitis
Tuberculosis
Diphtheria
Whooping Cough
Heart Disease

10.
11.
12.

Influenza
Scarlet Fever
Cancer*

s.o

1.
2 ..
3.

)

4.

s.

6.
7.

)

18.7
13.5
12.2
10.9
10.5
8.9
8.1

5.7
5.2

Accidents
Cancer*
Congenital
Malformation
4. Pneumoniat
5. Gastritis
6. Meningitis.
7. Heart Disease
8. Nephritis
9. Cerebral spastic
Infantile paralysis
10. Bronchitis
11. Vascular lesion
12. Anemias
1.
2.
3.

22.3
8.1

6.4
6.0
1.3
1.1
0.9
0.8
0.8

o.s
0.8
0.7

)

*Includes leukemia and Hodgkins, Disease
Source: National Office of Vital Statistics

)

At the Childrens Hospital in Los Angeles approximately one-third of our
autopsies are on patients with malignant tumors.

)

The various ways one can go about making a diagnosis of a tumor other than
the conventional method of site, gross appearance and microscopic features are
quite numerous1 but usually not practieal because of the urgency. We often fall
back on the biological behavior or the response to treatment that may furnish us
with certain diagnostic values.

)

)

)

Less commonly do we revert to the use of tissue culture, an~al transplantation, immunofluorescence, electron micrographs, chemical or histochemical
methods. Histochemical methods either enzymatic or general are often useful in
selective instances, but not yet generally applicable to many diagnostic prob•
lems because we do not know enough about distinctive categoric criteria for
many of the tumors.
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Moderator's Diagnosis:
'

Wilm r s Tumor Variant.

This is quite a characteristic history for an abdominal tumor occurring in
a 10 months old girl who was said to have had an increasing enlargement of her
abdomen for about four weeks.

J

The work up was proper for it should include a cystoscopy, urologic laboratory tests and pyelograms. The radiographs showed a large flank mass and the
IVP showed distortion of the calyces of the upper pole o~ the left kidney. The
tumor extended across the midline of the abdomen •.

,

The distortion of the calyceal system, rather than displacement of the1 kidney is critical and radiologist rely heavily on this finding in making a diagnosis of Wi lm 's tumor.

)

The tumor was large occupying most of the kidney and in spite of eleven
x-ray treatments showed little effect, viz., necrosis. Grossly it compressed
the kidney to a narrow border and when sectioned the surfaces were gray-white
and fibrous, appearing. Wilm's tumor vary in their gross appearance and those
not irradiated usually are quite large and located in any portion of the kidney.
When sectioned they usually are well cir~~scribed, lobulated, with a coarse trabecular pattern with the intervening tumor being hemorrhagic, fleshy or water
silk in appearance. Cysts can occur.
Histopathologic features of this tumor were the striking, amount of moderately immature embryonic striated muscle and fibrous tissue. No epithelia! e1~--n~A
were present. This is in contrast to the usual W1~'a tumor that has a mixture
of epithelial and stromal elements that has given rise to such ll.&UMIS as adenosarcoma~ embryonal sarcoma, nephroma, renal embryoma, and as Wilm's called it
congenital mixed tumor. (1899).

t

Wilm's tumors are the most frequent of all renal tumors in children, and
are second only in incidence to, neuroblastoma among all cancers occurring in,
childhood. Approximately 50% of' these tumors are found by accident and are
bilateral in 10-15%, of the patients. One-third will occur before one year, the
rest usually before the fourth year. It is extremely rare after 12.years of age.
They can be multicentric and we feel that bilaterality and multicentricity are
closely associated. So-called in situ Wilm's are oftentimes present in the
kidney involved with a Wilm's tumor or at autopsy can be found in the other
kidney or even in a kidney not yet the site of a Wilm's tumor.

J

Treatment
There is a great. deal of controversy in regards to treating Wilm's tumors .
The chief point of contention is whether you should first irradiate and then

)

'l
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take out the kidney or take the kidney out and then irradiate. It is best if
the tumor is not too large to remove the affected kidney as soon after the diagnosis is made, followed by irradiation. Where the tumor is considered to be too
large some advise preoperative irradiation to shrink the kidney. However if one
uses the anterior thoracic abdominal approach this problem is not great.
Prognosis
The most ~portant single factor in determining prognosis is the age of the
patient,unilaterality of the tumor and whether or not metastases are present.
The best prognosis is in those under 1 or 2 years of age. The survival rate is
somewhere bebween 40~4~. lf they survive two years after surgery they will
probably remain free of disease. I do not believe that there is any difference
between prognosis based upon the structural differentiation of the tumor, but
Stowens who preceded me at the Childrens Hospital felt that there was a relationship berween the differentiation and between the prognosis.
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Moderator's Diagnosis1:
l

Torticollis.

This is a four weeks old boy who it was noted had a lump on the right side
of the neck for three t-1eeks or perhaps it was present at the time of delivery.
His head was tilted to, the right side and chin pointed to the right. The head
could be straightened but with
difficulty. The lump grew larger and was removed at approximately the 6-7th week of its discovery.
The gross features are quite characteristic and are due to1 the dense interlacing strands of connective tissue. This gives it the characteristic islands
of red-tan tissue (muscle) not yet replaced by the dense, glistening ~1hite connective tissue.
Histopathologic examination reveals the 11 tumor tr to be composed of dense interlacing strands of cellular connective tissue scattered among which are skeletal muscle in varying stages of atrophy. Some are1 surprisingly t>~ell preserved.
There is variation from field to field, some areas shm~ing myxomatous changes.
Oftentimes these lesions show more dystrophic muscle with basophilia.

)

)

)

)

The pathogenesis of this lesion is unknown. Many theories have been .p roposed including Stromeyer's concept of a hematoma preceeding the fibrosis due
to trauma at birth. Others have attributed it to venous obstruction due to
birth cana l injury or as a preexisting uterine torticollis due to intrauterine
malposition, etc. Stout places them in the juvenile fibromatosis group inspite
of the fact they are self limited.. It may be large enough to prevent normal
engagement of fetal head. A satisfactory explanation of the etiology is still
awaited. It has been our experience as well as others that there is no real
evidence of hematoma preceeding the lesion.
Middleton, Holbert and Chandler collectively have studied over 400 of. these
cases. They found the lesion tc be usually present 10 days after delivery, of
fusiform shape in one or both sternocleidomastoid muscles. The swelling usually
increases for 2-4 weeks, remains stationary for 2-3 months, and then gradually
regresses to disappear completely in 4-8 months. If this is allowed all that
remains is a 1 fibrous scar. At the, height of the development of the 11 tumor, 11
transient torticollis may be noted, in some instances a true torticollis deve··
lops when the ' 1tumor n begins to regress. Wry neck distortion or associated
skeletal deformities of the face, clavical or mastoid are usually not present
until the third or fourth year of life when the short neck of the infant
lengthens into that of a child. The skeletal deformaties may not be detected
until years after the "tumor" has regressed and perhaps forgotten. In approximately 1/5 of the cases with torticollis there has been a spontaneous regression
of the sternomastoid tumor; while in 80% tbex;e ls uo r<ilo:i.dU#l. ~.f._..,1lt.Y after
the. ntumor 11 disappears.

,
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Treatment
The method of treatment is divided into the ''doers ' 1 and ·'don 1 ters 11 • The
i'don 'ters 111 such as Holbert contends that removal of the ;•tumor 11 in infancy is
unjustifiable because 80% of the cases resolve spontaneously without deformity.
He advises passive neck exercises at the time the ''tumor" is noted and continued
for several months after regression has occurred. The •:doers &: (Chandler and
Altenberg) advocate early excision to prevent the skeleton deformities and to
assure a uniformly good result.
We sign these lesions out in our Surgical Pathology as torticollis. I don't
object to calling it a sternocleidomastoid tumor but I don't like to convey to
our surgeons the idea that we. believe it, to be a true neoplasm. I don't know
what it is but there is no good evidence that it is neoplastic. It b something
in its mvn right and something, peculiarly related to being born.
References,:
1.

Hiddleton, D. s.: Pathology of Congenital Muscular Torticollis.,
British Journal of Surgeryt 18:188, 1930.

2.

Holbert. K. s.,: Congenital Torticollis.
32:50, 1950.

3.

Chandler, A.: Muscular Torticollis.
30:566, 1948.

4.

Chandler, A., and Altenberg, A.:
JAMA, 125;476, 1944.

S.

Brown, J. B., et al: Wryneck Fascial Distortion Prevented by Resection of
Fibrosed Sternomastoid Muscle in Infancy and Childhood. Annals of
Surgery, 131:721, 1950.

6.

Stout, A. P. :, Juveni1.e Fibromatosis.

)

)

Journal of Bone and Joint Surgery,

Journal of Bone and Joint Surgery,

Congenital Muscular Torticollis.

Cancer, 7:953, 1954.

- s, CONTRIBUTOR:

E. R. Jennings, M.D.

l

APRIL 1967 - CASE NO. 3

ACCESSION NO.
Moderator's Diagnosis:

12330

Malignant lymphoma, - Primary skin?

This is a 9 months old boy who it was, noted had

sma 11 lutnp between the
thumb and index finger of the right hand that had been present for one month.
'D;-to weeks after this lump appeared a similar lump developed on the right forearm. Both lumps increased in size and at the ttme of surgery they were approximately 2.5 to 3 em. in greatest dimension. No lymph node enlargement was, present. The physical examination was otherwise unremarkable.

l

81

The gross appearance of the excised skin ellipse showed a bulging, fleshy,
yellow-pink nodule.
Histopathologically there was an infiltration of the dermis around skin appendages and into the subcutaneous tissue. The infiltrate was made up of large
blastic cells which I am willing to accept as big lymphoblasts and could be
either a malignant lymphoma or leukemic infiltrate. Since his bone marrow was
normal at the time of excision one could not call it leukemia. Because . there
was no autopsy we cannot say he died of massive tumot: involvement of organs or
;whether he died because of marrm-r involvement, pancytopenia and leukemia.
Leukemic transformation reportedly occurs in 26 to 52% of cases with lymphosarcoma. (Jones and Klingberg).

)

)

Primary malignant lymphoma of the skin is unusual in our experience, but
leukemic multinodular skin involvement. in early infancy is not too rare, but
rather uncommon in later childhood. Jones and Klingberg had six instances of
primary lymphosarcoma of skin,in 43 cases o·f lym).lhosarcoma, '.:hat they 68~1 at St.
Louis Children's Hospital. They tabulated their cases1 as follows:

)

SITE OF LYMPHOSARCCMA IN 43 CASES

Site
Lymph Nodes1

)

Cervical
Axillary
Inguinal
Hilar
Generalized

)

Mediastinal

)

)

)

Number

31
19
4
1
1
6

14

,
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-Site
Abdominal
Ileum
Retroperitoneal
Mesentery
Generalized

l

Other Sites
Nasopharynx
Tonsil
Skin
Breast
Kidney
Testis
Clitoris
Ovary

)

Number
11

4
3

3
1
23

4
2
6
1
2
1
1

2

CNS

2

Bone

2

t have been asked if there is any practical advantage in classifying the
mallignant lymphomas into lymphocytic, lymphoblastic, reticulum cell sarcoma and
Hodgkin's disease. We do but this, is not the same as saying there is a practical
advantage in so doing. I think there is but we have not done a serious study
comparing the prognosis to aget sext stage o:E disease and cell type and response
to treatment. In the literature the overall five year survival rate is approximately 4-5 years for lymphosarcoma, and of those who die the course of the disease is 6 to 24 months. I feel off the cuff that Hodgkin's disease has a relatively good prognosis in children as compared with the same disease in adults,
but again the ones I am thinking about may have been in a more1 favorable stage.

)

In our surgical material the malignant lymphoma occurred as a tumor in the
tonsillar-adenoid region and in the1 small intestine was the single most common
surgical malignant tumor. This was also true of the mesentery and omentum.
The prognosis is uniformly poor although one of our patients with a malignant
lymphoma of the terminal ileum did survive.

)

Reference:
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)

)
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Moderator's Diagnosis:

Capillary hemangioma of muscle undergoing, sclerosis.

The mother found an asymptomatic lump on this 4 year old girl's back approximately two months before excision. This was located in the lumbar area,
2 inches above the. posterior inferior iliac spine. A "strawberry mark:' was
present in the left axilla. The tumor when removed was confined to muscle.. The
gross appearance of the tumor v7as of little help being, described as oval, tan,,
circumscribed but unencapsulated.
Histopathologically there is a vascular tumor invading muscle accompanied
by fibrosis and fat. The size of the vascular component varied considerably in
degree of diameter and thickness of wall. The basic point. is that this is a
capillary hemangioma, without evidence of malignant change, undergoing sclerosis.
The reason for the fat eludes me but fat is seen in spontaneous involution of
strawberry hemangiomas.
The patient has a left axillary hemangioma and multicentric hemangiomas
and lymphangiomas are quite common in childhood. Thus whenever one sees a he-·
mangioma in one area it. raises the· assumption of other such lesions in the same
patient.

)

)

)

)

Hemangiomas are common lesions encountered on all surfaces and tissues and
while usually single they may be multiple. In some patients they may be associated vlith more ominous disease states, viz: von Recl~linghausen's neurofibromatosis, von Rippel's disease (hemangioma of the retina}, Lindau's disease
(hemangioma of the cerebellum) or in combination such as von Hippel~Lindau's
disease and encephalotrigeminal angiomatosis (Sturge-Weber's disease) to name
a few.
The term hemangioma is considered to denote a blood vessel tumor and is
designated as capillary, cavernous or mixed in type. Some believe the vessels
are not capillaries, aud for that matter are neither arteries or veins but
arise from a cell outside the preformed vascular channels. However the8o· a~e
debatable neoplasms for they have been classified as true neoplamns, hamartomas
and malformations. It is exceedingly rare for a hemangioma to change inta A .
sarcoma.
Rigdon, Walker and Teddie have experimentally produced hemangiomas. in the
skin of ducts by injection of a solution of 0.25% methylcholanthrene in acetone.
From their study they believed that they arose from a fixed stem cell (same
cell that gives, rise to the malignant lyn.phomas) which produced an angioblast
which in turn by as yet some unknown. means hollows out to produce a new vascular
channel. Also as obscure is how these. newly formed vascular channels connect
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up with pre-existing vessels. They do connect with normal arteries and veins.
Communications, entering and leaving the angiomas were relatively few and all
types were produced. In following the' lesions spontaneous regression was noted
and was due to' the proliferation of reticulo-endothelial-like cells within and
around the walls of the blood channels, causing an occlusion. Our experience
with hemangiomas of muscle is rather limited. I could find no good reference on
treatment. I do not have a very good therapeutic recommendation to give. Certainly it should be surgical where appropriate.
l

Our experience with cutaneous hemangiomas is somewhat broader. We tend to
reason on bas i s of the proportionateness of the growth o£ the hemangioma with
that of the child. If it is growing disportionately our most common recommendations is a modest dose of radiation. The clinic encourages the mothers to, "ride
it out 11 for 90% or more will go away leaving better cosmetic results than i f
treated in various and sundry ways. There are about as many Lherapeutic appro•
aches to these common hemangiomas as there are centers.
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Moderator's Diagnosis:

Peutz-Jeghers Syndrome with Signet Ring Cell Carcinoma.

This 15 year old girl had an eight year history of right sided abdominal
pain, cramps, and occasional loose bowels. Her father had been operated on
twice for what was thought to be diverticulitis. We will have to take the surgeon's word, nothing was, stated about piga1entation but this is' not necessarily
a component of the syndrome. This patient had the characteristic pigmentation
of the type seen in Peutz-Jeghers syndrome.
At any rate when this girl's abdomen was opened eight areas of intussusception (must be a record) were found in the small intestine. from the jejunum
to the distal ileum. They were determined to be caused by multiple intestinal
polyps of various sizes. Multiple1 enterotomies were done and nine polyps removed. Two of these were from the large bowel. They were all stalk type polyps.
Histopathologically one can see a mixture of glandular structures that appear to be infiltrating smooth muscle of the intestinal wall. There is no fibrosis. When one examirLes the structure more carefully one can see the branching muscular stroma supporting the epithelial component. This sine qua non of
the Peutz-Jeghers polyp is not the only surprise for one can. see cells which oue
is compelled to call malignant signet ring cells.
Peutz-Jeghers Syndrome
With the original descriptions, of Peutz (1921) and Jeghers, McKusick and
Katz (1949), the Peutz-Jeghers syndrome is now characterized by a triad of find ings: 1) familial history; 2) intestinal polYPosis which may include stomach,
small bowel, and colon; 3) mucocutaneous pigmentations.

)

It has been widely accepted that this is an inherited disease transmitted
as an autosomal dominant with the implication that approximately 50% of all descendents will be affected. This has been recently questioned, however, by
Ferguson (among others) who reported a case whe-re the oral pigmentation appeared
to be inherited as a, dominant from one side of the family while the polyposis
came from the other side of the family. Kyle recently postulated that the defective gene could exhibit all degrees of penetrance including sporadic occur•
rence. Bailey and others remarked many cases of multiple intestinal polyps:
without the telltale melanin spots on the face or lips and 1:egm.-ded tlds as a
variant of the full syndrome.

)

The nature of the polyps has been considered to be distinctive and particu•
larly to be characterized as hamartomatous in origin rather than neoplastic.
The hamartia! nature of the polyps has recently been substantiated by electron

)

)
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microscopy (We·llet:, 1966). Previous reports of carcinomatous change (up to 24%)
have been discounted as erroneous diagnoses due to the failure to recognize the
distinctive growth pattern and to realize what appears to be penetration of
muscle coat was, in fact, due to arrangement of benign epithelial glands on a
branching muscular stroma, the glands becoming caught in interlacing bands of
muscle (Dormandy, 1957, and Bartholomew, 1959).
Reports of unequivocal carcinomas developing in Peutz-Jeghers syndromes
are rare. In a follow-up of 14 reported cases Kutscher~ et al, found only one
death from metastasis. Kyle and Morson each reported a single case of carcinoma
with death due to metastasis. Cases of serosal involvement or mesenteric invasion have also been reported. Cases of carcinoma of the duodenum or pylorus
with metastatic deaths have also been reported in Peutz-Jeghers syndrome by
Achord (1 case), Horn (1 case), Ugar (3 cases), and more recently by Reid (1965,
1 case) and Williams (1965, 1 case).

A number of associated conditions have been reported in Peutz-Jeghers: syndrome. These include bronchial adenoma, ovarian cysts, and granulosa cell
tumors (Burdick, 1963, and Humphries, 1966).
)

)

)

In summary, one may say in regard to carcinomas in association with PeutzJeghers that carcinomas do occur but at a much lower incidence than originally
considered. Of the six reported cases1 of metastasizing carcinomas~ four were of
duodenal origin.
Symptoms of Peutz-Jeghers syndrome. most often include those associated with
intussusception of the small bowel lesions.. The treatment often becomes difficult if the lesions are many and the signs and symptoms of intussusception occur·.
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Moderator•s Diagnosis:

Ganglioneuroblastoma (Immature ganglioneuroma).

l

)

This 6, year old girl entered the hospital because of' wheezing and' diarrhea
that had been present since infancy. There was dullness to percussion in the
left lung accompanied by diminished breath sounds. The radiographs revealed a
large posterior mediastinal tumor which was subsequently excised. The urinary
VMA was reported as 36 mg./24 hrs, (normal 0.7-6,8 mg,/24 hrs.).
She continued to have multiple attacks of dyspnea following surgical removal
of the tumor which occurred approximately every six weeks or so and x-rays showed marked 11 pulmonary expansion with air trapping. 1 l Her urinary VMA was normal,

)

)

Histopathologically the tumor is quite characteristic of a ganglioneuroma
with scattered darker, smaller cells characteristic of a neuroblastoma surrounding paler areas where the ganglion cells stand out because of their multinucleation~ balloon appearance and prominent nucleoli.
There is no objection to
calling this a ganglioneuroblastoma. Although 1 usually call them atypical
ganglioneuromas I don 1 t believe it matters for the prognosis is not bad outside
of the adrenal glands.
Ganglioneuromas characteristically arise within the sympathetic chain and
this accounts for their tapering appearance. They nearly all show varying degrees of calcification, but this seldom is seen in the radiographs. Like others
there ate times when it is difficult to distinguish between a ganglioneuroma
and a neurofibroma. However the ballooned appearance of the ganglion cell is
helpful in this respect,
While 1 have no data on the prognosis of ganglioneuroblastomas in regard~
to, anatomic location Bodian 1 s data on neuroblastoma, a more malignant counterpart, of these tumors~ can be used to illustrate the point.
Percent

Survival

)

Adrenal
Other abdominal
Cervical
Thoracic
Pelvic

4
23
29
57
70

Percent with Metastasis
%

%
2
5
2
8
7

69

62
43
71
20

This points out that the percentage of survival is much better outside the
adrenal. This I believe holds for the ganglioneuroblastomas as well. As time
passes we feel more certain that all patients with neuroblastomas or ganglio•
neuromas will have abnormal detectable amounts of dopamine, norepinephrine and
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J~methoxy - 4~hydroxy mandelic acid (VMA).

The cause of the diarrhea is due to
the catecholamines and according to Rosenstein and Engelman is more common in
the well differentiated ganglioneuromas than the progressively undifferentiated,
tumors. (See diagram - page 12A)

In summary then we are all aware that there is a great deal of differences
among classifiers as to just what is meant by neuroblastoma, ganglioneuroblas~
toma and ganglioneuroma. We are also aware tha,t the prognosis improves as1 we
go through this sequence. What's the prognosis in such patients as this where
991. of the tumor is a ganglioneuroma and only 1% is a neuroblastoma? In, our
experience, for those outside the adrenal, ganglioneuroblastomas have a pretty
good prognosis.

)

,
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ACCESSION NO. 14308

Moderator's Diagnpsis:

Fibrovascular hamartoma, liver.

This 5 year old boy entered the hospital because of abdominal enlargement
v1hich had been noted by the boy 1 s mother for three years., He had a, bout of
postnatal jaundice and at the age of six months he developed intermittent diarrhea with bulky, foamy stools. It was thought that the enlargement was due to
a mesenteric cyst. At surgery a large cystic lesion of the right lobe of the
liver was partially removed with difficulty, the patient bled and had a cardiac
arrhythmia.
Grossly the surgical specimen weighed 495 grams with numerous cysts filled
with clear fluid and measuring up to 11 em. in greatest dimension. One cyst
however contained bile stained fluid.
Histopathologically the cysts are surrounded by fibromyxomatous stroma with
the more fibrous areas blending imperceptably into the liver. The bile ducts
are prominently proliferating along the margins of the fibrous septa in close
association with ectatic lymph channels.
I prefer the. term fibrovasculat' hamartoma of the liver. This lesion is
basically on one end of the spectrum of a mixed tumor or hepatoblastoma and extends from a fibrovascular hamartoma to a hepatoblasebma. Hepatoblastoma is
used in the same· sense as nephroblastoma.
This process, is not re.late.d to cystic disorders of the liver. Cysts of tbe
liver are either congenital, solitary or hydatid. The microcystic form of socallec diffuse or polycystic liver is the one that 'WOUld be confu!*d with this ·
case. Hov1ever the proliierating srJsces in that condition are bile ducts while
in this entity they are vessels. Potter states that the uncommon polycystic
disease of the. kidney (Type I, one without associated fibrosis) is always accompanied by the microcystic form of liver disease. In the adult the polycystLc
liver is sometimes but not always associated with similar kidney lesions, but
the cysts are much larger than in the cystic fibrosis type seen in the infant.
They do have marked fibrosis.
Hydrohepatosis not related to cystic disease, shows marked distention of
the. bile ducts, It is commonly associated with the sponge or medullary cystic
disease of the kidney.
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In the cystic liver one can see tiny bile duct nodules, some of which are
cystic and accompanied by connective tissue proliferation. These extend into
the liver and as already noted are bile ducts not lymph vessels.

l

To1 repeat: my point of view is that a hepatoma can be a continuance of the
fibrovascular hamartoma ( a relatively benign process ) into the fully malignant
hepatoma. Hepatoma •s by and large do not develop in a cirrhotic liver in
infants and children, but when this process preceeds the tumor it may be mistakenly thought of as developing in a cirrhotic liver. Most hepatomas in infants
occur in males less than two years of age and without cirrhosis. The right lobe
of the liver is the commonest site for both the fibrovascular hamartoma and the
hepatoma.
)
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Moderator's Diagnosis:

l

Thymoma with myasthenia gravis.

This 16 year old boy entered the hospital with a ~~o month history of diplopia, ptosis of the· eyelids and fatigability. Radiographs showed an enlarged
"cardiac shadow 11 in the region of the thymus. This was followed by surgical removal of a thymoma. Gross material received in the laboratory was a slightly
lobulated, cystic, red-yellow-tan encapsulated tissue, 10 x 10 x 5 em. and weighing 391 grams. There was a narrow stalk attached measuring 4 x 3 x 2 om. The
tumor was soft, fleshy and resembled lymphoid tissue in which a cyst containing
approximately 100 cc. of serosanguineous fluid was present. The course was
complicated by severe respiratory infections and bronchopneumonia that persisted
well into the year that followed the removal of the tumor. His myasthenia persisted, but. there was uo evidence of recurrence of his tumor.
Histopathologically the tumor looks l ike a lymphocytic lymphoma with necrosis and hemorrhage and repair. Scattered blood vessels~ Hassal's corpuscles
and other epithelia l remnants signify that this is thymus. The prominent fib-·
rous septa is also characteristic of thymoma. This is one of the tumors where
microscopic features do not help in differentiating the benign f'rom the malignant.

)

J

)

The thoracic surgeon divides the mediastinum into three compartments:
1) posterior; 2) middle and 3) anterior. The difference between his compartR
mentalization and the true anatomic divisions is that he includes in the posterior the vertebral gutter. Characteristica l ly, certain types of· tumors are
found in each subdivision: the greatese variety are found in the anterior such
as thymomas, thymic hyperplasias, cysts of the pericardium, desmoids; lipomas
and teratomas; the malignant lymphomas are usually found in the middle ,and the
neurogenic and arachnoid cystic protrusions. in the posterior. However there is
a good deal of overlapping in the various situations and in particular gastroenteric cysts, bronchogenic cysts, lymphogeneous cysts and lipomas are found
in any of the compartments.
The structure of' the thymus is that of an encapsulated bilobed organ, the
capsule is normally thick, fibrotic and may occasionally contain foci of calcification, extends down into the substances of the thymus dividing it into lobules. These trabecular markings are of some aid in identification of thymic
tumors. In the young the parenchyma, is divided into cortical region with densely
crowded lymphocytes and a medullary portion with more loosely scattered lymphocytes in a stroma of pale epithelial cells. Hassal's corpuscles are located in
the medulla. Germinal centers are not normally found but reactive centers are
present in so-called hyperplasias of the thymus. Total involution is notpresent
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and thymic tissue can always be found at any age where the person bad a thymus
to begin with. During embryogenesis the thymus is intimately concerned with the
immune process in which a well ordered response of a complex of cells called
immunocytes proliferate in sequence and are genetically endowed with information
to ward off :tnot-sel£ 11 constituents. Cells derived from the thymus are specially selected cells and according to the clonal selection theory (Burnet) are
genetically distinct clones of cells capable of differentiating at various stages
of thymic morphogenesis. The thymus is chiefly concerned with cellular immunity,
i.e., delayed sensitivity, rejection o£ skin grafts, etc. Burnet has postulated
that the thymus might be the site of origin of 11 forbidden 11 clones of lymphocytes
which could initiate autoimmunity. Homograft rejection is due to genetic differences between graft and hosts lymphocytes.

)

The enlargement of the thymus may be due to tumors, cysts, or hyperplasias.
If one leaves out the teratomas, lymphomas, cysts, etc. there remains a group
of slowly growing neoplasms composed of lymphocytes and epithelial cells that
causes enlargement of the thymus which is usually confined within its capsule.
However it, may violate the capsule and spread onto or into contiguous structures.
This in itself does not indicate malignant change. The hyperplastic thymus is
one which while it is enlarged has reverted histologically to a juvenile appearance with cortico-medullary hyperplasia and is frequently seen in hyperthyroidism, Addison's disease and eunuchs. Germinal centers (reactive' centers) are
prominent. The latter particularly where myasthenia is present. Myasthenia
is associated in 80% of the cases with an enlarged thymus, and of these only
15-25% have a thymoma.

)

)

J

There have been numerous classifications of thymomas and Castleman, in
the commonly used Armed Forces Institute Fascicle considers the variation within a thymoma so great that grouping by cellular type is difficult or impossible.
Iverson on the other hand devised a clinical classification into those with or
without myasthenia gravis. She is one of many who believes that those thymomas
with predominantely epithelioid cells and large number of blood vessels indicate
an associated myasthenia gravis. Others do not agree and certainly the thymoma
in our case under discussion did, not have a prominent epithelioid component.
This boy is also unusual in that there is a definite sex difference in the
average age of appearance of thymomas. In females it usually occurs be~een
the ages of 21 and 26 while in males the average age is 61.
Approximately 50-70% of patients1 will be helpe~ (with or without thymoma)
Relief from myasthenia gravis is, apparently best in women under
30 years of age where the disease bas been less than five years in duration and
in whom a thymoma is present. Men on the other hand «re not so easily aided by

by thymectomy.

)
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this procedure and definitely not if over the age of 30 years. On occasion,as
in this case,post~thymectomy did not relieve the myasthenia gravis.
There have been reported cases associated l-lith thymoma of Cushing's syndrome; agammaglobulinemia, pancytopenia, pure red cell anemia, rheumatoid
arthritis. These are probably all autoimmune states, but just what part the
thymoma plays is not clear.
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~derator's

Diagnosis:

Cystic lymphangioma (Hygroma coli).

This 22 months old girl was noted to have a large cystic mass involving
the right mandibular and submandibular area. A partial resection was done at
another hospital at the age of eight days, remained quiescent but then grew
rapidly at the age of' ten months. A tracheostomy was necessary because of obstruction and a respiratory infection. She underwent several surgeries, each
a partial type and after suffering numerous respiratory infections died. At
autopsy residual tumor was present and this was dissecting the muscles of the
floor of the mouth.

,

Histopathologically this tumor shm~s what one might expect of a cystic hygroma that has been operated upon. There is acute and chronic inflammation in
the large dilated lymphatic channels, some with thick walls. The lymphoid cam•
ponent is not prominent in the lesional tissue, but can be a major part of the
tumor.

)

The complications that can and do occur with these large cystic lesions
can be ominous. We have had patients with this condition that had ulceration
of the floor· of the mouth and bleeding with severe iron deficiency anemia,
protein depletion, recurrent and chronic infections, and in one of our cases
we extracted the proteins. The tumor was actually making globulin and had
almost three times as much as the serum.. In one of our patients with extension
into the mouth~ the resulting blood loss was aspirated to the extent that the
patient had pu~onary hemosiderosis. Furthermore some of these patients may,
by sequestration,, get a thrombocytopenia, afibrinogenemia, the latter p.ossibly
from multiple thrombosis using UP' fibrinogen.

J

)

)

J

Cystic hygroma or lymphangioma is not nearly as common as are the hemangiomas. Occasionally there will be parts of each system in the cystic tumor.
They may he present at birth to such an extent as to cause dystocia, but more
commonly they are seen in early childhood. What isn't generally appreciated
is that they can occur at other sites than the neck, i. e., axilla, media strmaa,
groin and retroperitoneal-peritoneal area (cecal region). Lymphangiomas can
occur anywhere in contradistinction to the cystic hygroma type. They are •congenital lesions, multiloculated, cystic structures which extend into>adjacent
areas. The channels are lined by a single layer of endothelium end. ~~ ~~~-•~L~
ed contain lymph. The septa may be thick or thin and are usually both. Due to
hemorrhage into the spaces they can undergo thrombosis and calcification.

)
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These are best treated by surgery, but because of the basic pattern of
growth by extension often is unsuccessful. Some use radiation but the complications are such that it too is less successful than surgery.
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Moderator 1 s Diagnosis:

Letterer-Siwe 's Disease.

This male infant was born in May, 1965 and has had an otitis media since
3 months of age. At age of 9 months a right mastoidectomy was done at another
hospital where the diagnosis was made. The baby was then transferred to Childrens Hospital.
He had the classical findings attributed to this disease: Seborrheic dermatitis, petechiae, hepatosplenomegaly and radiographic bone findings of partial
destruction of both temporal bones and the fifth left rib.
He was trea.ted t-Tith 1000 r to the right mastoid and put on Velban. He was
discharged and readmitted several times, the last and fourth. admission was for
seborrhea,, ascites, icterus, pedal and scrotal edema with the liver and spleen
enlarged. He was placed on methotrexate, discharged but died four days later.
The autopsy findings can be found in the protocol, but are characteristic for
this disease.

)

The slides in your set were taken from the liver and iUustrate what w·e
have found to be characteristic findings in patients dying of this disease.
There is extensive fibrosis, bile duct proliferation, bile stasis, bile lakes
which have destroyed the epithelium. Scattered throughout are the tell-tale
histiocytes and foam cells.
The process appears to involve the bile ducts by the histiocytic infiltrate,
followed by intrahepatic bile duct obstruction, ectasias, laking and productive fibrosis. I have seen others where the foam cells predominate and the
process is in the so-called Hands-Schuller Christian phase of the disease.

)

The process in bone leaves a sharply punched out area due to the histiocytic proliferation, no sclerosis is, present. Some eosinophiles are present.
)

The seborrheic dermatitis is characteristically seen behind the ears, but
may be quite generalized and in young infants accompanied by petechiae. The
upper papillary dermis is characteristically infiltrated with the histiocytes.
The best way to. make the diagnosis from skin is by biopsy (punch) not from
scrapings as is advocated by some. The cells characteristically hug the epidermis,and in smears the individual cells can look like any non specific histiocyte so common in inflammatory lesions of the skin.

)

)

)

1
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The splenic enlargement is due to the histiocytic infiltrate,, but the enlargement of mesenteric nodes is due to erythrophagocytosis which is characteristic for this disease. This1 is also demonstrable in the bone marrow or if
the peripheral blood is left standing for awhile before the smear is made it
can also be noted.

)

vle use the Lichtenstein concept of histiocytosis X which includes the
triad: Letterer-Siwe's Disease, eosinophilic granuloma and Handa-Schuller
Christian Disease.
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Moderator's Diagnosis:

Familial erythrophagocytic lymphohistiocytosis.

This 2 year old girl was admitted to the hospital because of extreme pallor,
diarrhea for 3-4 days, fever of 102.2 F and listlessness. Two siblings were
stated to be well, but mother and uncle had "anemia."
The baby was underweight, had a hepatosplenomegaly, meningismus but no rash
or lymphadenopathy.
'Ihe laboratory recorded: Hgb 4.5, PCV 15, RBC 1.7 millem., ~ WBC 13,200,,
retics 5%, 3 nucleated rbc/wbc, platelets less than 10,000. LDH was 950 with .
marked increase in liver fraction LDz. Bilirubin was 1.4, mg.% total with direct
0.2 mg.%. Bone marrow showed myeloid and normoblastic erythroblastic hyperplasia,
abundant iron, prominent e rythroph~ g oc y tosis of nucleated rbc and 3.5% of phagocytic reticulum cells some of which were atypical. Megakaryocytes were unremarkable; PPD - neg. Throat cultures showed pneumococci and streptococci,, negative.
Bones on radiographs were normal.

)

l

,
)

Course: In spite of antibiotics his1 course continued downhill with progressive enlargement of liver and spleen, hemoglobin level declined, WBC increased (30,000) and pulse became faster. A second bone marrow showed an infiltration with R-E cells many of which were 11 undeniably malignant." Some cells
were multinucleated, others were more benign in appearance and exhibited eryth•
rophagocytosis. Many of these R-E cells were seen in the peripheral blood.
Velban was started and the patient did not respond and died 14 days after admission and six weeks from the onset of listlessness. An autopsy was performed~
The sections we have for study are from the spleen which shows massive infiltration by large mononucleated cells which are erythrophagocytic. There are
scattered cells which look like megaloblastic erythroid cells and a feW' megakaryocytes.
This problem case is markedly different from the preceeding Letterer-S'iwe 's
disease., It presents a major play or concept. First, one has to decide whether
she has monocytic or histiocytic leukemia and to emphasize whether you believe
in histiocytic leukemia. If so, then the cells are differentiated and phagocytic. The reticuloendothelioses are a heterogenous, group of diseases in which
there is a generalized proliferation of' R-E cells. While the sibblings in this
family were well familial reticuloses have been described under various names,
i. e., Letterer-Siwe's disease, hemophagocytic reticuloses, erythrophagocytic
lymphohistiocytosis and generalized lymphohistiocytic infiltration. Histiocyte-

J

l
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sis X is1 a non-familial variant of the same basic process. She didl not have a
pancytonemia but an anemic thrombocytopenia. The anemia was hemolytic which is
what one. sees in the typical Letterer-Siwe 's of non-familial type.

l

)

Those affected with this lympho-reticuloendotheliosis have a progressive
anemia, leucopenia, thrombocytopenia and lymphocytosis. While a lymphocytosis
was not mentioned in. the case under discussion it most probably existed. The
prominent erythrophagocytosis is the most striking histologic finding.

)

It is proposed that this patient belongs in the catagory of familial ery·
throphagocytic lymphohistiocytosis1 and is the best that I can do for this group
of conceptive, overlapping entities1, ideas, and microscopic term. This is, not
considered to be related to histiocytic medullary reticulosis~ of Robb·Smith.
The prognosis is uniformly poor.
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Moderator's DiagnoSis:

This boy v1ho is just under three years of age was said to be well until 6
days before entry when he developed fever 1 cough, and coryza. He did not respond
to treatment. He had a brother and three maternal uncles who had died of a similar disorder (5-24 mos. of age). He had hepatosplenomegaly, anemia, thrombocytopenia,, abnormal peripheral lymphocytes which contained cytoplasmic vacuoles
and granules. His blood culture was negative. The bone marrow had a normoblastic hypoplasia with plasmacytosis and left shift of the myeloid elements. He
was given the usual treatment with antibiotics and steroids. He became neutropenic and suffered various tribulations and finally died on the 19th hospital
day just 27 days after onset of the disease. An autopsy was obtained.

..,

)

)

Familial lymphohistiocytosis of Landing and Shirkey.

The autopsy findings point out the widespread pattern of involvement by a
lymphohistiocytic infiltrate. Hardly an organ was spared. This maybe closely
related to Neiman-Pick's disease except in this disease ~ familial lymphohystiocytosis .. the histiocytes contain brown granules. This patient lacks one feature
so prominent in the previous patient, viz. erythrophagocytosis (Case· 11).
lVhile it is not always easy by microscopic examination to distinguish this disease from leukemia, the point is: to distinguish the concept. In childhood leukemia infiltration of the brain is atypical, but in this disease it is the rule.
Histopathologically the liver shows extensive acute necros i s,in some areas
peliosis might be present. The infiltrate is what is interesting. It. is mononuclear, with large amounts of foamy cytoplasm, many looking like typical histiocytes. Many are cluttered with brown pigment granules. There is no erythrophagocytosis.
The condition is rare and since our report few cases have been published.
We cannot say with any assurance whether the1 peculiar histiocytes are the result of the infection or vice versa, but it seems unlikely that repeated infections l·lould give rise to such widespread lipid histiocytosis. Certainly
other diseases in which susceptibility to infection is common, i.e., leukemia,
Chediak-Higashi syndrome, cystic fibrosis, etc. do not develop such lipid histiocytosis. The pigment is most likely a lipochrome and is different from the
Doble-like bodies in Higashi's syndrome. Whether it is a genetic origin or not
is also conjectural but its occurrence in infancy and the marked differences
from other histiocytosis makes it likely.
Reference:
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Moderator's Diagnosis:

Rhabdomyosarcoma.

This 6 year old boy entered the: hospital with a history of a painless tumor
of the right cheek of one month's duration. This suddenly enlarged during the
two weeks prior to entry.
There was a 6 em. fluctuant, non-tender movable tumor in the right cheek
fixed over the parotid gland. Radiographs showed clouding, of the right antrum
and right sphenoid, with bone destruction in the region of the foramen ovale at
the lacerum.
Attempt at removal after a biopsy was obtained was made, but the tumor infiltrated the general region making it impossible to remove it completely.

,

Grossly the tumor was 8 x 3.5 x 3.5 em., was partially cystic with numer-·
ous ill defined 0.5 em. foci of firmer areas., No parotid was identified. The
patient received post-operative irradiation, developed signs of cranial nerve
involvement and after discharge ~gas lost to follow-up. This was taken from our
files where it was carried as a malignant mixed tumor of the parotid which I
think it clearly is not.,
Histopathologically there is a lacunar pattern with variable sized nuclei
with large amounts of granular, pink cytoplasm. In many I can see longitudinal
striations and in some: even cross striations which takes this out of the epithelial group and places it in the connective tissue group. While the pattern is
quite unconventional I presume one could call it an alveolar rhabdomyosarcoma.

)

,

This could have arisen in the parotid and I suppose it could be a component
of a mixed tumor. However there doesn't seem to be any reason to propose such
an origin, and in this patient it most likely arose in the pharynx and spread
out.
This bit of deduction is made because at the time of admission he had
involvement of the antrum and sphenoid with bone destruction. He also promptly
developed bulbar cranial nerve paralysis which suggests pharyngeal invasion and
I assume his survival period was short.
I can't prove it, but it seems to me that rhabdomyosarcoma of the head and
neck is suddenly more frequent and more important in pediatric oncology. They
seem to make up a greater portion of pediatric cancers that we see at Childrens,
Hospital.
Weber, in 1854 described a lesion of the tongue in a 21 year old man which
recurred following removal. Although not originally called a neoplasm it was

)
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composed of both mature and immature striated muscle and Stout considered it to
be a rhabdomyosarcoma.
Voluntary muscles of the skeletonare by far the most frequent site for
rhabdomyosarcoma and probably 20-25% of such tumors at these sites recorded in
the literature are in children. Those occurring in the head and neck region
are predominantely in children. Generalized metastases can and do occur both
by blood and lymphatic channels. Usually they are' of the embryonal type similar
in cytology to the sarcoma botryoides. Myosin can be demonstrated in the cytoplasm of the embryonal but not adult type by fluorescence labeled anti-human
anti-sera. In some instances' the differentiation is such that it is difficult
to tell whether it is a carcinoma, reticulum cell sarcoma , or some other tumor.

)

Moore and Grossi's series indicates further that in 37 referred cases to
Memorial Hospital for Cancer and Allied Diseases only four were correctly diagnosed. They also conclude as in our case that these tumors in the head and
neck region do not lend themselves to adequate surgical removal and radiation is
the primary treatment of choice. They had three survivors.

)

The California Tumor Tissue Registry up to 1961 had 22 embryonal rhabdomyosarcomas, 10 from the head and neck region, 3 of which were from the orbit,
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Moderator's Diagnosis:

Rhabdomyosarcoma with retroperitoneal liposclerosis.

'l
This almost 10 year old girl was quite well when she began to develop a
fever, anorexia and weight loss. Follm~ing an extensive work-up, the diagnosis
of collagen disease was made. She improved on prednisone, but the symptoms returned, and at this time (7 months after onset of illness) she was referred to
the Childrens Hospital. There was, both on physical examination and radiographs,
a large retroperitoneal lesion. This was biopsied and thought to be a liposarcoma. She was treated with x-ray, cytoxan, methotrexate and actinomycin-D.,
She became leukopenic, but slowly improved enough to be sent home.

)

She reentered the hospital a few months1 later t'lith signs characteristic of
portal hypertension, ascites, gastrointestinal bleeding, edema and shock. She
died some 9 days after this admission and some 18 months following the onset of
her illness. An autopsy was performed (see protocol). There 'tvas massive in~
volvement of the retroperitoneum and lower mediastinum with a sclerosing fat
necrosing process., It surrounded, but did not occlude the aorta, its branches,
the vena cava or the portal veins. The ureters were compressed resulting in
bilateral hydroureters and hydronephrosis. There was ascites as well as pleural
effusions.
We thought at the time of biopsy that the tumor was a liposarcoma. I did
the autopsy myself and was horrified for ! thought that the process looked more
like a liposclerosing granuloma than a liposarcoma. About this time a paper
describing lymphomas with retroperitoneal liposclerosis was published, and after
many sections we were able to identify the malignant component.

)

From the material you have one can see the area of extensive necrosis, some
ghost tumor cells, a great deal of hemosiderin, hyaline sclerosis and some calcification. In other areas there are less obvious malignant mononuclear cells
which may be of inflammatory origin, but in other areas are cells which I believe
represent those of a rhabdomyosarcoma. Thus the paper put us off on the right
tract, but w·e ended up with another tumor.
We have not reviewed our series of retroperitoneal tumors in order to be
able to give statistical data on the various orders of occurrences but certainly
rhabdomyosarcoma would be among the uncommon. In Michael's Childhood Tumor Conference he states that there was only one recorded at that time in the literature.
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Moderator's Diagnosis:

Choriocarcinoma tous1 teratoma, mediastinum.

l

This 14 year old boy entered the hospital with the story of usual fever,
but additionally had exertional dyspnea and shoulder pain of one month duration.
He was noted to have blood tinged sputum, tubular breath sounds and rales over
the lung fields. Radiographs showed extensive 11 snowball" shadows. ' The IVP and
bone survey were normal. He died on the ninth day from a cardiac arrest. An
autopsy was performed (see protocol).

'l

There were bqo, well encapsulated, l obular, dark purple, firro masses in the
anterior superior mediastinum. In aggregate the tissues weighed 295 grams.
The lungs contained numerous scattered nodules. There was a hemothorax. The
surfaces made by cutting were cystic, fibrous and hemorrhagic with grittiness.

)

Histopathologic examination revealed in some sections, cysts lined with a
respiratory type epithelium;, but for the most part the tumor was necrotic. In
areas that were viable, syncytial trophoblasts and cytotrophoblast& characteristic of choriocarcinoma were present. There were areas in some of the sections'
that might be interpreted as seminomatous.
In our department Dr. Virginia Miradol has been classifying the various
tissue components of teratomas from various regions of the body. The risk of
malignancy is greater in sacrococcygeal teratoma in childhood, but for the most
part is1 not an impressive finding in teratomas in other sites., It certainly
can occur in any teratoma, but from the statistical point of view the sacrococcygeal region has a significant risk for malignant change.
This, type of malignant teratoma occurs only in males, is quite rare and is
considered to arise in the early developmental stage of the fetus in the anlage
of the thymus. They are usually associated with high titers of gonadotropins,
estrogens and pregnanediol., The breasts may enlarge and the testicals atrophy.
Death usually results from metastases to lungs and brain and/or extension into
heart or its: major vessels.

The only group as a class that did very well in our study was those who
bad well developed or poorly developed embryonic tissue but not frankly malignant tissue. Whether they contain malignant counterparts or not they should
all be surgically removed as thougp they were malignant.

)

J

)
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ACCESSION NO. 15439
Moder a tor 1 s Diagnos is1:'

Sa crococcygea 1 teratoma.

This full term female infant was admitted to the hospital 9 hours of age
with a sacrococcygeal mass. The mother had had a prolapse of the uterus at the
fifth month of gestation and had been treated for pitting edema of the lower
extremities. No other drugs were admitted.
The sacrococcygeal protuberance lay under an otherwise1 normal skin. Rectal
examination revealed the mass to obliterate the hollow of the sacrum. Radiographs showed a 14 x 11 em. ovoid soft tissue mass arising from the lower presacral area. Several flecks of amorphous calcification \rete noted within the
. space occupying lesion. A 25 x 25 x 20 em., 684 gram mass was partially covered
with the skin. The cut surface showed mucinous, pale gray, brain-like areas interspersed with cystic areas, up to 5 em. filled with blood or clear fluid.
Other areas were yellow-brrn~n and necrotic. Postoperative course was uneventful.
An electromyelogram on June 22, 1966 revealed 20% denervation activity in complex motor units and muscles supplied by L-5, and S-1 - S-4. The incision healed
adequately and the patient was discharged on June 25, 1966, her 17th post-operative day.

.)

)

This of course is a teratoma,, but one with a wide variety of embryonic components. These include necrotic tissue, squamous epithelium, mucous secreting
epithelium that looks rather like gastric mucosa, while others look like respiratory epithelium. Skeletal muscle is present, however it is difficult to
tell whether this is actually a part of the teratoma. A few scattered cells
resemble cortical adrenal cells, but no where is there malignant appearing cells.
either sarcomatous or carcinomatous. There are areas that are quite good for
choroid plexus and possibly pigmented iris or retinal tissue. The one tissue
missing that is nearly always present in sacrococcygeal teratomata is that of
pancreas. The ones we have studied have not had either a hypo- or hyperglycemia.
The occurrence of pancreatic tissue is statistically higher for teratomas in
this, region, than in others.
In spite of the embryonic appearance of neurogenic tissue we never see
neuroblastomas in teratomas. They do have striped muscle tumors, but most frequently they are carcinomas of one variety or another.

J

)

Teratomas are in fact alike wherever they are, and no satisfactory explanation for their genesis has been forthcoming. Is a teratoma a modified twin?
Potter says, ''Yes, 11 Wil l!.is says, 't:!o! n No matter, they are an interesting lot
and those seen at birth have certain sites of predilection: Presacral and precoccygeal and the neck. However numerous, other sites come in for their share

,
- 33 -

,

APRIL 1967 - CASE NO. 16
ACCESSION NO. 15439
such as brain, pinea l , retroperitoneum, anterior mediastinum and subcutaneous
tissue.
The sacral teratomas may arise in the soft tissues overlying the sacrum
and are, usually attached to, the periosteum and some extend into the abdomen.
Most of these tumors are bulky and present into the pelvis or posteriorly into
the soft tissues of the buttock and lower back. They are more common in females.
Being present at birth leaves few differential problems. The hemangioma
can occasionally cause a large protuberance in this area. The only other problem might be a myelomeningocele which of course is far more common than a teratoma.
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Moderator's Diagnosis:

Sporadic goiter.

This 13 year old boy was first seen one year prior to surgery when he had
an enlarged thyroid and his PBI was 3.5 micrograms. Because it was stated that
his family lived in a goiter belt and all had goiters he was given Kl. The FBI
returned toward nonnal~ but the thyroid continued to enlarge. The gland t.zas
finally removed because of pressure symptoms and for cosmetic reasons.
The thyroid gland weighed 115 grams and the lobes were about equal measuring
8 x 4.5 x 4 om. and 7 x 4.5 x 4 on. The external aspect and the surfaces made
by cutting were multinodular, some completely encapsulated. The nodules varied
in color from gray to glistening colloid with focal areas of hemorrhage. Histopathologically the thyroid is multinodular,, hyperplastic, basically microfollicular, with the intervening thyroid made up of small follicles deficient in
colloid. The epithelium is atypical with many cells having large hyperchromatic
nuclei. In other areas one can see a transition from the small glands to papillary areas. It is, difficult to tell some of the non-nodular areas from the nodular areas. The nodules appear to be arising in a gland that is basically abnormal.
I would think that this is not an iodine deficiency disease fox: the gland
continued to enlarge when he was treated with KI. He most likely falls into the
category of sporadic goiter cretinism due to a genetic metabolic defect which
produces a chronic hyperplastic thyroid because of one of several metabolic
errors in the thyroid hormone synthesis. If the error is allowed to go untreated
the chronically abnormal gland develops multiple adenomas.
Stanbury, et al have classified congenital and constitutional hypothyroidism into four categories:
I.

II.
III.
IV.

)

Dysgenesia--nongoitrous
A. Athyreosis
B. Hypoplasia
Congenital (nonconstitutional) owing to maternal factors--goitrous
Nutritional (iodine deficiency)--goitrous
Metabolic 11 errors' 1 (genetic) --primarily goitrous
A. Iodine trapping, defect
B. Iodide organification defect
C. Iodotyrosyl coupling defect
D. Iodotyrosyl dehalogenase defect
E. Butanol·insoluble serum iodine syndrome
F. Others
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Sporadic goiter syndrome is a clinico-pathologic complex characterized by
an enzymatic defect in the production of thyroid hormones which leads to nodular
goiters that has a prominent familial incidence and characteristic microscopic
appearance. The goiter may be present at birth but more commonly develops in.
childhood. While there are three distinct clinical syndromes so far described
(sporadic goiter with varying degrees of hypothyroidism, sporadic: goiter with
deafness (Pendred 1 s syndrome) and sporadic goitrous cretinism) the net effect is
the same: synthesis and delivery of thyro,i d hormone are inadequate.
A brief review of our present state of knowledge of iodine metabolism is in
order and will better prepare us for a discussion of this unusual type of goiter.
Iodide (reduced ionic form of the element I-) is absorbed through the G.I.
tract as inorganic iodide and is readily distributed in the extracellular fluid.
Iodine is generally used in the generic sense to include all forms of oxidation
products. The inorganic iodide of the plasma is removed almost entirely by the
kidney and thyroid. (See Chart - Page 38)
Iodide Trapping: Iodide cleared from the plasma by the thyroid gland is
stored for a brief period (trapped) which is approximately 20x that in the
plasma. This trapping of iodide can be prevented by cyanates and perchlorates.

)

)

Organification: This is the second step in the thyroid hormone synthesis
and while not definitely decided it is believed that the oxidation process is
mediated by peroxidase. This is blocked by urocils. This process transfers
the I 2 to tyrosyl residues and results in mono and diiodotyrosine formation.

)

Coupling Reaction: This is the next step in honmone synthesis by coupling
two molecules of monoidotyrosine to produce diiodothyroine and a mono and a
diiodotyrosine to produce T3 finally coupling two molecules of diiodotyrosines
to form T4 or thyroxine. The latter is stored in some sort of combination 't>1ith
thyroglobulin.
The major clinical features the result of a defect in hormone synthesis are
as follows:

1.

Iodide Trapping.
In a normal individual 80-90% of orally administered rl31
is concentrated in the thyroid gland after 24 hours. Here one
has to measure it at 2-4 hours. These patients suffer from
severe hypothyroidism associated with marked hyperplasia and
if of long standing adenoma formation. It can be corrected by
administering iodine instead of. iodide.

a
)
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2.

Iodide Organification Defect.
The gland is not able to convert iodide to iodine 1·1hich
causes, a complete deficiency of thyroid hormone production.
The gland tries to make up for this defect by hyperplasia, and
some degree of hypothyroidism usually results. Ilere thyroid
hormone early in life may prevent the creatinism, mental retardation and deafneSS'.

3.

Iodotyrosyl Coupling Defect.
Here although there is ability to rapidly take up rl3l the
administration of potassium thiocyanate doeB notcause a discharge
of any of the retained r131. This together with other blocking
agents has shown the defect to be in the coupling of iodotyrosines. This would lead to a deficiency in thyroid hormone.

)

4.

The Deiodinase Defect.
Here the patient is unable to deiodinate mono and diiodotyrosine (iodotyrosyl residues) which are lost to the gland
and are excreted in the urine.

The clinical manifestations and the degree of hypothyroidism of ccngenital
sporadic goiter are variable. The disease can occur tvhere iodine is plentiful.
While some defect in hearing may be present in any of the hypothyroid states in
Pendred 1 s syndrome there, is always bilateral perceptive nerve deafness in a
patient who may be uthyroid state. The majority of the sporadic goiter patients
have had an organification defect including Pendred's type. The next most frequent is those with deiodinase defect.
If after removal of the thyroid, this condition is suspected, an iodine
determination can be done. on a formalin fixed thyroid. This is equivalent to
a PBI. Some goitrous glands that have been extracted at Children's Hospital
have been as low as 1 microgram/gm. of tissue. The normal average is 295 microgram/gm.
We have no frank malignant change developing in a chronic hyperplastic
gland in patients with this type of goiter. Iodine deficient or endemic goiter
is almost a thing of the past. While endemic goiter used to make up 75% of
goiter in children, today chronic thyroiditis has replaced it as a cause for
an enlarged thyroid gland.
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)

,
)

)

'

'

Moderator's Diasnosis:

Capillary hemangioma, skin (Strawberry Nevus).

This 10 month old eirl was born with a small, red swelling on the left
side of the chin. The lesion bas become progressively larger. No other lesions
were stated to be present.
See Discussion and References - Case No. 4 - Accession No.

12L~21.
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Moderator's Diagnosis:

Neuroblastoma.

This 11 year old boy entered the hospital with progressive dull pain and
swelling in the left gluteal region of one week's duration. He had received a
kick to this area some seven weeks prior to admission and again one weel< ago
with onset of pain and swelling. The surgeon operated to evacuate what he
thought was going to be a hematoma, instead he found a gray, solid, friable tumor
beneath the gluteal muscles. This extended from inferior to the iliac crest to
just below the hip and laterally to the hip abductors. Exploration of the abdomen revealed no retroperitoneal tumor, although a pyelogram revealed displacement
of the ureter at the level of the sacroiliac joint. Grossly, the tissue received
·weighed 298 grams,, was gray, white to, dark red and friable with Fieces measuring
up to 12 x 9 x 6 em.
)

Histopathologically this tumor poses serious problems and I can't say that
it is because I didn't have my own microscope with which to examine the slide.

The tumor is composed of small, uniform cells growing in a kind of lobular pattern between fibrous septa. The cells in some places look lymphocytic. Could
it be a Ewing's sarcoma? I don't believe so, for the cells are smaller, rounder
and with cytoplasm. It looks something like the thymic tumor we saw earlier but
you don't need to feel uneasy for I am not going to call it that, I simply don't
know what this tt:mor is but let us begin with neuroblastoma. This is what it
most closely resembles, and here and there one finds necrosis causing, an aborted
pseudorosette. Here are some slides from a known neuroblastoma, pushing into the
kidney. They usually do not violate the capsule. They are softer and more purple than a Wilm 1 s tumor. The tumor may cross the midline along the pancreatic
bridge, fill up the retroperitoneum, undergo focal necrosis with calcification.
The latter is prominently featured in most neuroblastomas and is a handy diagnostic point when you are trying to tell neuroblastomas from Wilm's tumors. Calcification does occur in Wilm's tumor but it is very rare. The liver is often
massively involved with metastases. The mediastinal lymph nodes are also commonly involved plus about any other organ you might want to mention. The skull
is a common place for bone involvement particularly in the region of the torcula
herophaili which we believe accounts for the elevated cerebrospinal fluid pressure in these cases. The tumor grows between the tables of the skull pushing
the inner table in so that there are epidural knobs of tumor indenting the brain.

)

It has been suggested that this gluteal tumor resembles the esthesioneuroblastoma of the nasal septum? I hadn't thought of that but it is, closer to that
than the classical adrenal neuroblastoma.
My experience with tumors that we thought might be neuroblastomas, that
arose outside the sympathetic nervous system, were finally diagnosed as rhabdomyosarcomas. Robert Huntington, I believe, prefers that diagnosis in this case •

•
)
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l

The question arises about differentiation of neuroblastomas into ganglianeuromas. I have for years believed that this happened so rarely I ignored the
issue. However, recently, tissue culture of neuroblasts have been caused to differentiate so that I am not so sure anymore that it is impossible, as that I am
sure i t is very improbable., There are those such as Beckwith who believes that
98% of the in situ neuroblastomas in the adrenal go away, not by differentiation
but by some sort of dissolution, for there are no ganglioneuromas taking their
place. Quite recently Bl2 has been suggested as a treatment for neuroblastomas
but I believe there is inclusive evidence so far that it is helpful. There' are
other substances besides Bl2 that has something to do with maturation and differentiation. of cells.

It would of course been most helpful to have known what the VMA was in this
l

case.
best.

While I am not totally convinced what this tumor is it. fits a neuroblastoma

Follow-Up :
There had been a solitary lung metastases under treatment with cytoxan that
had decreased two-thirds in size.
Reference:
See Case 6 - Accession No. 14031
)

)

'
)

·'
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Moderator's Diagnosis:, Myxoma, left auricle.
This 9 year old Puerto, Rican girl had tonsillitis, joint pains. fever and
nose bleeds. A systolic murmur with a diastolic component was present.. Obviously they thought she had rheumatic fever and she wasr given cortisone, penicillin and aspirin with good response. An embolus to the left brachial artery
occurred which was surgically removed. A few months later she returned with
aphasia, agraphia, and was semi-comatose. Anticoagulants were given and she
improved. A few weeks later she had another embolus to an unstated. artery in
the left arm following which she, was transferred to Loma Linda University where
a cenemafluoroscopic diagnosis was made of a tumor of the left atrium.
The material obtained from the brachial artery was 2 em. by 0.5 em. and
resembled a chicken-fat clot. The material obtained from the surgical removal
of the tumor from the left atrium was: soft and friable, measuring 4 x 3 em.
with 1 em. pedicle. It was translucent and gelatinous in consistency. Characteristic foci of red-brown discoloration were noted.
)

)

Histopatholosically the material from the artery is similar to that in the
tumor removed from the left atrium. It is a myxoma and I am one of those who
believes in mTotomas as an entity. They are not an organization of a thrombus.
This case is unusual from two aspects: The age of the patient and the fact
that the diagnosis was made on a recovered embolus. This is the youngest patient known to have a myxoma of the heart. I think the doctors ·handling this
case are to be congratulated on their ability to cope: with this patient and get
her successfully thru her illness.
Myxomatous polyps of the heart have been the subject of acrimonious debate
for over ar hundred years. Some. maintain that they are neoplastic, others that
they are the result of organization of mural thrombi.
They have been seen from birth to 70 year of age but usually are seen in
the 30 - 60 span. There have been 30-35 cases reported in the literature demonstrating embolization. Twenty-nine of these had the site of origin in the left
atrium, one in the right atrium, one in the left ventricle, and one had a bilateral atrial myxoma. The emboli can lodge in any organ or portion of the body.,
Approximately ten of these have been diagnosed by the microscopic examination
of the embolus. removed.
The myxoma can vary considerably in size from a few millimeters to as much
as 10 em. or more. It may be smooth, rounded, irregular pseudopodal or villose
in shape.. The surface is usually glistening and mottled by hemorrhage,, and the
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surfaces made by cutting are gelatinous, pale yellow to light brown-red. They
are soft and elastic. Hemorrhage within their substance is a rule. They are
usually attached by a narrow stalk, but may be sessile. They are always intracavitary, do not invade the cardiac muscle or valve. Those in the left atrium
are nearly always attached to the postero-inferior limbus of the foramen ovale.
Microscopically, the tumor is covered by endothelium except where eroded
and the ground substance is amorphous, finely granular to fibrillar and sparsely
interspersed by cells. These may be in ribbons, single or in nests and are more
likely not to be stellate in shape. Some bear resemblance to a chondrocyte,
some are signet ring in shape, and some resemble physaliferous cells1 not unlike
those seen in chordoma.
These tumors may exist for years and grow slowly, the symptoms and signs
being so minimal that the patient dies suddenly or dies of another cause, only
to have the tumor found at the time of autopsy. There are three basic disturbances that may occur: obliteration of cardiac chamber, obstruction of blood
flow through a valve, or arterial embolism. It is rare for peripheral emboli·
zation to be the first manifestation. All myxomas have a high content of acid
mucopolysaccharides that are sulfated. These are partially removed by pretreatment with hyaluronidase.
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APRIL 1967 - CASE NO. 21
ACCESSION NO. 15121

Moderator's Diagnosis:

Papillary hepatoblastoma.

This 2~ year old girl entered the hospital because of. increasing abdominal
girth, becoming noticeab l e in the month before entry. She was otherwise well.
At surgery a large, unilocular cyst containing 1500 cc. of murky bile. stained
fluid was1 present on the inferior surface of the right lobe of the liver. The
capsule of the cyst was continuous with that of the liver. The cyst could not
be completely removed and cyst fluid contaminated the body cavity.
Grossly the tissue received from surgery was a 15 x 14 x 13 em. cystic
structure with some mucinous fluid remaini ng in the cavity. It was honeycombed
and the wall measured 0.2 to 0.3 em. in thickness. The lining surface was
shaggy.
Histopathologically the fields vary, in some areas cellular differentiation
toward liver cells can be seen with irregular nodules projecting into the cavity
as papillary formations and in other areas there are microcysts, lined with epithelial cells. The stromal component is somewhat similar to the epithelial
ce·lls and illustrates the point made in case 19 where there was a continuous
spectrum from f:i,orovn!>culor hamartoma through various, stages of hepatoma. This
tumor I believe could be called a papillary hepatoblastoma. I have never seen
a similar tumor.
The cause of hepatomas of course is not known. In adults cirrhosis commonly precedes this form of cancer.which is uncommon in children. It has been
reported to occur in giant cell transformation of postnecroti c cirrhosis. It
has been reported in type IV glycogen storage disease, the type that causes ·the
most severe hepatic fibr~sis. I believe the disorder tyrosinosis with cirrhosis
but no aciduria is peculiarly liable to produce a hepatoma. While Wilson's
disease occurs in this age group, copper apparently does not produce a hepatoma.
On the other hand, in adults, not in children, hemachromatosis does predispose
to hepatoma. Both the latter are genetic diseases. The prognosis in our experience is usually bad.

)

)
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APRIL 1967 - CASE NO. 22
ACCESSION NO. 15224

Moderator's Diasnosis:

Teratoma testis, benign.

This 14 year old boy was admitted to the hospital with a swollen right
testis with pain. The right scrotal mass, the size of an orange,, failed to
transilluminate, and a testicular tumor was removed. Post-operative lymphangiogram was done which was reported as normal. A retroperitoneal node dissection
was, performed. No tumor was found and so he was not treated systemically or by
radiation.
a

)

Grossly the removed specimen weighed 550 grams and measured 11 x 9 x 8 em.
with a 7 em. unremarkable spermatic cord attached. The surfaces made by cutting
were gray to white, multicystic, and almost totally replaced the testis. The
tumor was not noted to violate~ the capsule of the testis.
Histopathologically testicular tissue is seen being replaced by an obvious
teratoma. The teratoma is quite embryonic in cellular structure and one can
question whether there is overt malignant tissue(s). There are scattered poorly
defined nodules which resemble seminoma cells. There are no areas of embryonal
or choriocarcinoma.
Phelan, l-Joolner and Hayles surveyed the world literature in 1957 and found
only 464 cases of testicular tumors and added 9 of their own collected over a
20 year period. They too found teratomas to be the most common tumor of the
testis in the pediatric patient and that they were overwhelmingly benign.

)

Teratomas are by far the most frequent tumor' of the testis as well as the
ovary in children. They contain a wide variety of recognizable structures and
not so easily identified embryonic tissue. As in this case some areas look like
embryoid bodies but I can find nothing that I can definitely call malignant.
1 can tt agree with Willis about calling the early embryonic types of tissue ma.•
lignant. Other rare lesions of the testes are the clear cell carcinoma (Teilum's
endodermal sinus tumor), Gross1's orchioblastoma and, the sarcomas. Functioning
tumors either in the: ovary or testes are uncommon, usually Leydig: ce•ll tumors in
the male and granulosa cell tumors in the female.
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ACCESSION NO. 15334
Moderator's Diagnosis,:

Papillary carcinoma thyroid.

This 12 year old boy had an enlarged thyroid diagnosed as a benign non-toxic
diffuse goiter in June, 1965. He was given synthroid and by January 1966, the
gland was irregular but definitely larger. Satelite nodules were now palpable.
His mother had a thyroid adenoma removed in 1962. A left cervical lymph node
was enlarged, biopsied and a total thyroidectomy followed with bi l ateral neck
node dissection.

)

Grossly the gland weighed 12 grams and contained a 0.,8 x 0.5 em. irregular
gray nodule in the left lower lobe. Six submitted lymph nodes1 varied from 0. 6 em.
to 2.3 em., in greatest dimension.

)

}

Histopathologically there is focal lymphocytic thyroiditis, (Lindsay 1 s focal
Hashimoto's disease) with foci of fibrosis. Large areas have a pale epithelial
cell component with many psammoma bodies. In one area actual papillary formation was present. People differ as to wha,t weight should be placed on the value
of the psammoma bodies as diagnostic indications of carcinoma. All I can say
in this case is that' they go together. There are definite areas of squamous
metaplasia and these give rise to a controversy as to thei~ origin. Here they
behave as if the squamous portions are a part of the malignant component.
Papillary carcinoma of the more conventional type is more common than the
other types of carcinomas of the thyroid. This particular type is most uncommon
in my experience and we don 1 t see Hurthle cell tumors in children.
What is the relationship of radiation at sometime during infancy and childhood for one reason or another on the, subsequent development of a thyroid carcinoma?

)

This has caused a good deal of acrimonious debate and I have only seen one
definite case where a teenager was treated for acne and at 30 developed a thyroid
carcinoma. From the literature I believe the relations read that there is a
definite tendency for people to develop thyroid adenomas or carcinomas in about
10 years after exposure to, radiation.
The relationship of chronic thyroiditis and carcinoma in childhood is not
as striking as it is in adults. In spite of the scattered areas of follicular
hyperplasia we have not seen what we thought was really a convincing tumor.

)

)
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APRIL 1967 • CASE NO. 24
ACCESSION NO. 14418

Moderator 1 S Diagnosis:

Congenital cystic kidney with medullary dysplasia.

This male newborn had an upper abdominal mass which was diagnosed as an
enlarged kidney. It was removed on day 2.
Grossly the kidney was multilobulated, cystic and measured 11 x 7' x 6 em.
The surfaces made by cutting were greasy and light yellow with solid areas
hollowed out by cysts which contained blood • However, one cyst had a urine-like
content. The renal pelvis was unremarkable, but. no normal renal parenchyma was
identified.
Histopathologically the renal cortex and medulla are small with numerous
cartilagenous nodules beneath the capsule. Here the renal tissue doesn 1 t look
too bad but in the medulla there is almost total effacement by what appears1 to
be a leiomyoma. It has scattered ductules present in the spindle cell component.
Extramedullary hematopoiesis can be identified around these embryonic ductules.
This could be viewed as a medullary dysplasia but what should the process be
called? It certainly appeals to me as a distinct entity even though a name
escapes me., This probably has been lumped in with Wilm's tumors in the past,
but it is relatively more benign looking. This might account for some reports
giving a1 good prognosis to Wilm 's tumor. At a recent Pediatric Pathology Society meeting at: least three people came up one at a t~e and asked about this
type of lesion. So it is not unknown even though it is not too commonly encountered. As1 far as I am aware it is not considered malignant. There are areas in
this tumor that could well be mistaken for a Wilm's tumor. I regard it as allied
more to medullary dysplasia than to Wilm's tumor.

)

Physiologist talk about the counter current business but it is inconceivable
that kidneys with medullary dysplasia wouldn't have some recognizable functional
abnormality but as far as I know there is no decent functional test for medullary
dysplasia.
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APRIL 1967 - CASE N04 25
ACCESSION NO. 15523

Moderator's Diagnosis:

'

Renal cell carcinoma,

This 10 year old girl was admitted to. the hospital in July 1947 because of
a left anterior abdominal mass stated to be of three weeks' duration. There
were no genitourinary symptoms. The mass was nontender, nonmovable, but there
was an NPN of 40 mgm.%. and radiographs revealed a large left upper quadrant
mass which upon IVP showed distorted and elongated calyces. The patient was
given preoperative radiation to reduce the tumor size but upon completion the
tumor remained large. A left flank nephrectomy was performed.
Grossly the kidney weighed 280 grams and measured 14 x 5 x 7 em. in size.
Surfaces made by cutting revealed numerous yellow-white tumor nodules throughout
the renal parenchyma with the extension of the tumor into the renal pelvis,
ureter, hilar lymph nodes and renal veins,

)

Renal adenocarcinoma in the pediatric patient is an unusual neoplasm.
Literature reviews, by Carlsonl in 1955 and S§ruggs 2 in 1961 revealed 37 previously reported cases and Osman and Bullock found another seven cases, and
added five of their own cases to bring the total to 49.
The classical triad seen in hypernephromas in adults viz: a palpable abdominal mass, hematuria and pain, are also seen in the pediatric patient, but the
commonest of the three in t:he latter is a palpable mass rather than hematuria.

)

The neoplasm carries the same poor prognosis as in the adult patient with
an occasional long term survival of 15 years.4 Three of the cases reported by
Osman and Bullock survived 6, 11 and 18 years respectively,
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