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Carcinoma of the Skin (Excluding
Eyelid, Vulva, and Penis)

C44.0 Skin of lip, NOS

C44.2 External ear

C44.3 Skin of other and unspec-
ified parts of face

C44.4 Skin of scalp and neck

C44.5 Skin of trunk

C44.6 Skin of upper limb and
shoulder

C44.7 Skin of lower limb and
hip

C44.8 Overlapping lesion

C44.9 Skin, NOS

C63.2 Scrotum

This chapter applies to carcinomas of the skin, predomi-
nantly squamous cell carcinomas and basal cell carcino-
mas. Skin cancers are relatively common and for the
most part have a good prognosis. Basal cell carcinomas,
the most common cancers in humans, are easily treated
with surgery. Staging of skin cancer depends on the size
of the primary tumor. Refer to Chapter 38 for lesions on
the eyelid and Chapter 24 for melanomas.

ANATOMY

Primary Site. The skin has two layers: an outer epi-
dermis and the inner dermis. The epidermis consists
predominantly of stratified squamous epithelium, the
external layer of which is keratinized. The dermis
contains connective tissue and elastic fibers. Immedi-
ately below the dermis is the subcutaneous tissue. The
sebaceous glands and other glands of the skin are
found in the dermis and adjacent subcutaneous tissue.
All skin components—epidermis, dermis, and adnexal
structures—can give rise to malignant neoplasms.
Cancers can arise from any area of the skin. They
are most common on those surfaces exposed to sun-

light, including the face, ears, hands, and scalp. Can-
cers can also arise on the truncal regions and on the
extremities. Basal cell carcinomas often occur on the
face.

This classification also includes tumors arising in
the anal margin.

Regional Lymph Nodes. The regional lymph nodes are
those appropriate to the location of the primary tumor.

Unilateral Tumors

Head, neck Ipsilateral preauricular, submandibu-
lar, cervical, and supraclavicular
lymph nodes

Thorax Ipsilateral axillary lymph nodes

Arm Ipsilateral epitrochlear and axillary
lymph nodes

Abdomen, loins  Ipsilateral inguinal lymph nodes

and buttocks
Leg Ipsilateral popliteal and inguinal

lymph nodes
Anal margin and  Ipsilateral inguinal lymph nodes
perianal skin
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With tumors in the boundary zones between the
above, the lymph nodes pertaining to the regions on
both sides of the boundary zone are considered to be
regional lymph nodes. The following 4 cm-wide bands
are considered boundary zones:

Between Along
(Right/left) (Midline)
Head and neck/thorax Claviculo-acromion-upper
shoulder blade edge
Thorax/arm Shoulder-axilla-shoulder
Thorax/abdomen, Front: Middle between navel

and costal arch
Back: Lower border of thoracic
vertebrae (midtransverse-axis)
Groin-trochanter-gluteal sulcus

loins, buttocks

Abdomen, loins,
and buttock/leg

For tumors arising on the leg, the iliac nodes are con-
sidered sites of distant metastasis and should be coded
as M1.

Metastatic Sites. The most common metastatic site is
the lung, especially for the squamous cell carcinomas.
Other sites of distant spread are unusual. Basal cell carci-
nomas tend to erode locally, although rarely they may
metastasize.

RULES FOR CLASSIFICATION

The clinical and pathologic classifications are identical.
However, pathologic staging uses the symbol “p” as a
prefix.

The classification applies only to carcinomas.
There should be microscopic verification of the dis-
ease to permit division of cases by histologic type. The
following are suggested procedures for assessing the T,
N, and M categories.

Clinical Staging. Assessment of skin cancer is based on
inspection and palpation of the involved area and the
regional lymph nodes. Imaging studies of the underlying
bony structures is important, especially in the scalp, if

the lesion is fixed.

T categories: Clinical examination
N categories: Clinical examination
M categories: Examination and imaging

Pathologic Staging. Complete resection of the entire
site is indicated. Confirmation of lymph node involve-
ment is also required.

DEFINITION OF TNM

Definitions for clinical (cTNM)
(pTNM) classifications are the same.

and pathologic
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Primary Tumor (T)

TX Primary tumor cannot be assessed

TO No evidence of primary tumor

Tis Carcinoma in situ

T1 Tumor 2 ¢m or less in greatest dimension

T2 Tumor more than 2 cm but not more than 5 cm in
greatest dimension

T3 Tumor more than 5 cm in greatest dimension

T4 Tumor invades deep extradermal structures (e.g.,
cartilage, skeletal muscle, or bone)

Note: In the case of multiple simultaneous tumors, the
tumor with the highest T category will be classified and
the number of separate tumors will be indicated in
parentheses; e.g., T2 (5).

Regional Lymph Nodes (N)

NX Regional lymph nodes cannot be assessed
NO No regional lymph node metastasis
N1 Regional lymph node metastasis

Distant Metastasis (M)

MX  Presence of distant metastasis cannot be assessed
MO No distant metastasis
M1 Distant metastasis

STAGE GROUPING

Stags ) Tis NO MO
; Tl NO MO
Stage Il T2 NO MO

T3 NO MO
Stage Il T4 NO MO

AnyT NI MO
Stage IV AnyT AnyN MI

HISTOPATHOLOGIC TYPE

The staging system is used primarily for squamous cell
and basal cell carcinomas of the skin. It also applies to
adenocarcinomas developing from sweat or sebaceous
glands and a spindle cell variant of squamous cell carci-
noma. Squamous cell tumors may also be described as
VEITuCous.

A form of in situ carcinoma or intraepidermal carci-
noma is often referred to as Bowen’s disease. This

lesion should be coded as Tis.
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HISTOPATHOLOGIC GRADE (G) 2. Katz AD: The frequency and risk of metastases in squa-
mous cell carcinoma of the skin. Cancer 10:1162-1166,

GX Grade cannot be assessed 1957

Gl Well differentiated 3. Lund HZ: How often does squamous cell carcinoma of

G2 Moderately differentiated the skin metastasize? Arch Dermatol 92:635-637, 1965

G3  Poorly differentiated 4. Pollack SV, Goslen ]B, Sherertz EE et al: The biology of

basal cell carcinoma: A review. ] Am Acad Dermatol
7:569-577, 1982

5. Safai B, Good RA: Basal cell carcinoma with metastasis:
Review of literature. Arch Pathol Lab Med 101:327—

G4  Undifferentiated
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CARCINOMA OF THE SKIN (EXCLUDING EYELID, VULVA, AND PENIS)

Data Form for Cancer Staging

Patient identification

Name - _
Address

Hospital or clinic number

Age Sex Race

Oncology Record

Anatomic site of cancer

Histologic type

Grade (G)

Date of classification

Institution identification
Hospital or clinic
Address .

Chronology of classification
[ 1 Clinical (use all data prior to first treatment)
[ 1 Pathologic (if definitively resected specimen available)

Clin Path DEFINITIONS
Primary Tumor (T)

[ ] [ 1] TX Primary tumor cannot be assessed

[ ] [ 1 TO No evidence of primary tumor

[ ] [ 1 Tis Carcinoma in situ

[ 1] [ ] Tl Tumor 2 cm or less in greatest dimension

[ 1 [ ] T2 Tumor more than 2 cm but not more
than 5 cm in greatest dimension

(] [ 1] T3 Tumor more than 5 cm in greatest
dimension

[ 1] [ 1] T4  Tumor invades deep extradermal

structures, i.e., cartilage, skeletal muscle
or bone

Lymph Node (N)

1 [ ] NX  Regional lymph nodes cannot be
assessed

No regional lymph node metastasis
Regional lymph node metastasis

[ ] [ 1 |NO
(1] (] |NI

Distant Metastasis (M)

[ ] [ ] MX  Presence of distant metastasis cannot be
assessed
[ 1 [ ] MO  No distant metastasis
{1 1 M!  Distant metastasis
Clin Path
Stage Grouping
| [S] 0 Tis NO MO
[ [ 1 ] Tl NO MO
{1 [ ] 1l T2 NO MO
T3 MO
| [ ] 11 T4 MO
AT MO
(] [ | |V AnyT Ml

Histopathologic Grade (G)
1 GX Grade cannot be assessed

[ 1 Gl Well differentiated

[ ] G2 Moderately differentiated

[ 1 G3 Poorly differentiated

[ 1 G4 Undifferentiated

Nlustrations

M 74!

Indicate on diagram primary tumor and regional nodes involved.

Histopathologic Type
The staging system is used primarily for squamous cell and basal cell
carcinomas of the skin. It also applies to adenocarcinomas developing
from sweat or sebaceous glands and a spindle cell variant of squamous cell
carcinoma. Squamous cell tumors may also be described as verrucous.

A form of in situ carcinoma or intraepidermal carcinoma is oftren
referred to as Bowen's disease. This lesion should be coded as Tis.

Staged by M.D.
Registrar

Date
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Malignant Melanoma of the Skin
(Excluding Eyelid)

C44.0 Skin of lip, NOS
C44.2 External ear

C44.3 Skin of other and unspec-

ified parts of face

C44.4 Skin of scalp and neck

C44.5 Skin of trunk

C51 Vulva
C60 Penis
C63.2 Scrotum

C44.6 Skin of upper limb and

shoulder

C44.7 Skin of lower limb and

hip
C44.8 Overlapping
skin

C44.9 Skin, NOS

Malignant melanomas are most common in fair-skinned
petsons, often with a history of chronic sun exposure.
They can occur in any skin area, including the palms,
soles, and nail beds. Rarely, melanomas may arise in
other sites, such as the mucous membranes of the oral
cavity, nasopharynx, vagina, urethra, and anal canal.
Melanomas may also arise from the pigmented tissues of
the eye and from giant hairy nevi. In some cases of dis-
seminated disease, a primary lesion may not be found.
Melanomas can be transmitted from mother to infant
during pregnancy. Early detection and treatment of
incipient melanomas have resulted in a significant
decrease in the mortality from this disease. The staging
classification outlined in this chapter applies only to
melanomas arising in the skin. These tumors are staged
histologically by measuring the depth of penetration into
the underlying dermis or subcutis and by a statement on
the level of invasion, with the cutaneous anatomic struc-
tures used as reference.

ANATOMY

Primary Site. The great majority of melanomas arise
from the pigmented melanocytes located in the basal

lesion of

layer of the epidermis. The tumor often develops from
a pre-existing pigmented lesion, although some arise
from apparently normal skin. Melanomas are found
on all skin surfaces. The tumor may grow into the der-
mis (nodular type) or spread horizontally along the
skin (superficial spreading type). Multiple primary
tumors may OCcCur.

Regional Lymph Nodes. The regional lymph nodes
depend on the location of the primary tumor. Regional
nodes are as follows:

Unilateral Tumors

Head and neck  Ipsilateral preauricular, submandibu-
lar, cervical, and supraclavicular
lymph nodes

Thorax Ipsilateral axillary lymph nodes

Arm Ipsilateral epitrochlear and axillary

lymiph nodes
Abdomen, loins, Ipsilateral inguinal lymph nodes
and buttocks
Leg Ipsilateral popliteal and inguinal
lymph nodes
Anal margin and Ipsilateral inguinal lymph nodes

perianal skin




With tumors in the boundary zones between the above,
the lymph nodes pertaining to the regions on both sides
of the boundary zone are considered regional lymph
nodes. The following 4 cm-wide bands are considered as
boundary zones:

Between Along

(Right/left) (Midline)

Head and neck/thorax Claviculo-acromion-upper
shoulder blade edge

Thorax/arm Shoulder-axilla-shoulder

Thorax/abdomen, Front: Middle between navel

and costal arch
Back: Lower border of thoracic
vertebrae (midtransverse-axis)
Groin-trochanter-gluteal sulcus

loins, and buttocks

Abdomen, loins,
and buttock/leg

Iliac nodes are considered sites of distant metastasis and
should be coded as M1.

Lesions arising in the midtransverse axis of the
trunk at a level between the umbilicus and the lower
costal margin anteriorly and extending laterally to the
posterior level between the tenth thoracic spine
(T10) and the first lumbar spine (L1) may spread with
equal propensity to either contralateral or ipsilateral
(or both) axillary or inguinal nodes.

Metastatic Sites. Melanomas can metastasize widely.
No organ or tissue is exempt. In some cases, metastatic
deposits may not become apparent for years. Melanomas
commonly involve skin, subcutaneous tissues, lymph
nodes, liver, bone, lung, brain, and visceral organs.

For staging purposes, two sub-M categories, iden-
tified as “a” and “b”, are included. Metastasis to the
skin, subcutaneous tissue, or lymph nodes beyond the
site of the primary lymph node drainage is considered
M1la. Metastasis to other distant sites—often referred
to as visceral metastasis—is considered M1b. This dis-
tinction is based on the more favorable response to
therapy by patients with skin or subcutaneous
metastases only.

RULES FOR CLASSIFICATION

Clinical Staging. Clinical T classification ordinarily
is not possible. Excisional biopsy and pathologic
interpretation of the primary lesion are necessary for
proper staging. Ulceration of the primary lesion may
indicate a bad prognosis and should be recorded, but
its presence does not alter staging.

Pathologic Staging, Pathologic staging of the primary
melanoma is based on microscopic assessment of the
depth of invasion and thickness of the primary tumor.
Therefore, evaluation of the entire primary tumor, rather
than a wedge or punch biopsy, is always advised. The
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SURVIVAL ACCORDING TO AJCC STAGE

MELANOMA
SURVIVAL RATE
1?\——L_‘__f — — v 1
AW ST~ STAGEI |
L\ _ Sy |
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STAGE Il
“m |
0.6 124
STAGE Il |
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YEARS AFTER DIAGNOSIS

Fig. 24-1. Relative survival rates according to the stage of dis-
ease. Data taken from 8,479 patients who were diagnosed between
1977 and 1982. Patients are listed in the Surveillance, Epidemiol-
ogy, and End Results Program of the National Cancer Institute.
Stage | represents 4,286 patients; Stage 11, 3,328; Stage III, 649;
and Stage IV, 216.

entire thickness of the skin is needed for accurate classifi-
cation. Regional nodes should be carefully evaluated, if
available, and the number of positive nodes should be
identified with the total number of lymph nodes
removed.

Both the thickness and the level of invasion have
prognostic significance, and both parameters should
be reported by the pathologist.

Maximal thickness of the tumor is measured with an
ocular micrometer at a right angle to the adjacent nor-
mal skin. The upper reference point is the top of the
granular cell layer of the epidermis of the overlying skin,
or the base of the lesion if the tumor is ulcerated. The
lower reference point is usually the deepest point of
invasion. It may be the invading edge of a single tumor
mass or an isolated cell or group of cells deep to the
main mass. Actual measurement should be recorded.

If no primary lesion is found, the tumor is coded

as TX.
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DEFINITION OF TNM

Both the level of invasion and the maximum thickness
determine the T classification and should be recorded. In
case of discrepancy between tumor thickness and level,
the pT category is based on the less favorable finding.

Satellite lesions or subcutaneous nodules more than
2 cm from the primary tumor but not beyond the site of
the primary lymph node drainage are considered in-tran-
sit metastases and are listed under the N categories.

The extent of tumor is classified after excision.

Primary Tumor (pT)

pTX Primary tumor cannot be assessed

pI0 No evidence of primary tumor

plis Melanoma in situ (atypical melanocytic hyper-

plasia, severe melanocytic dysplasia), not an
invasive lesion (Clark’s Level 1)

pIl  Tumor 0.75 mm or less in thickness and invad-
ing the papillary dermis (Clark’s Level II)

Tumor more than 0.75 mm but not more than
1.5 mm in thickness and/or invades to the
papillary-reticular dermal interface (Clark’s
Level I11)

Tumor more than 1.5 mm but not more than 4
mm in thickness and/or invades the reticular
dermis (Clark’s Level IV)..

pI3a Tumor more than 1.5 mm but not more

than 3mm in thickness

pI3b Tumor more than 3 mm but not more

than 4 mm in thickness

Tumor more than 4 mm in thickness andfor
invades the subcutaneous tissue (Clark’s Level
V) and/or satellite(s) within 2 cm of the pri-
mary tumor

pl4a Tumor more than 4 mm in thickness

and/or invades the subcutaneous tis-
sue

pT4b  Satellite(s) within 2 cm of the primary

tumor

p12

pl3

pT4

Regional Lymph Nodes (N)

NX Regional lymph nodes cannot be assessed

NO No regional lymph node metastasis

N1 Metastasis 3 cm or less in greatest dimension in
any regional lymph node(s)

N2 Metastasis more than 3 cm in greatest dimension
in any regional lymph node(s) and/or in-transit
metastasis

NZ2a Metastasis more than 3 cm in greatest
dimension in any regional lymph nodes

NZb In-transit metastasis

N2¢ Both {N2a and N2b)

Distant Metastasis (M)
MX Presence of distant metastasis cannot be assessed
MO No distant metastasis
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M1 Distant metastasis
Mla Metastasis in skin or subcutaneous tissue or
lymph node(s) beyond the regional
lymph nodes
M1b Visceral metastasis

Note: In-transit metastasis involves skin or subcutaneous
tissue more than 2 cm from the primary tumor not
beyond the regional lymph nodes.

S SRPUANE EE
Stag%l - pTl NO MO

pl2 NO MO
Stage Il pT3 NO MO

Stage [1I {pT4 MO
Any p MO
Anyp™ ™2 MO
Stage IV. Any | N Ml

HISTOPATHOLOGIC TYPE
The types of malignant melanoma are as follows:

Lentigo maligna (Hutchinson’s freckle)
Radial spreading (supetficial spreading)
Nodular

Acral lentiginous

Unclassified

A rare desmoplastic variant also exists.

Melanomas are identified according to site (e.g.,
mucosal, ocular, vaginal, anal, urethral). The staging
classification described in this chapter applies only to
those arising in the skin.
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MALIGNANT MELANOMA OF THE SKIN (EXCLUDING EYELID)

Data Form for Cancer Staging

Patient identification
Name

Institution identification
Hospital or clinic

Address

Address

Hospital or clinic number
Race

Age Sex

Oncology Record

Anatomic site of cancer

Histologic type

Chronology of classification

Grade (G)

[ ] Clinical (use all data prior to first treatment)

Date of classification

[ ] Pathologic (if definitively resected specimen available)

| clin Path

— ———— —
[ W

Clin Path

DEFINITIONS
Primary Tumor (pT)
pTX Primary tumor cannot be assessed
pTO No evidence of primary tumor
pTis Melanoma in situ (atypical melanocytic hyperplasia, severe melanocytic dysplasia, not an invasive lesion (Clark's
Level I)
pTl Tumor 0.75 mm or less in thickness and invades the papillary dermis (Clark's Level II)
pI2 Tumor more than 0.75 mm but not more than 1.5 mm in thickness andfor invades to papillary-reticular dermal
interface (Clark’s Level I11)
p13 Tumor more than 1.5 mm but not more than 4 mm in thickness and/or invades the reticular dermis (Clark's Level IV)
pT3a Tumor more than 1.5 mm but not more than 3 mm in thickness
pT3b Tumor more than 3 mm but not more than 4 mm in thickness
pT4 Tumor more than 4 mm in thickness and/or invades the subcutaneous tissue (Clark's Level V) and/or satellite(s)
within 2 cm of the primary tumor
pT4a Tumor more than 4 mm in thickness and/or invades the subcutaneous tissue
pT4b Satellite(s) within 2 cm of primary tumor
Lymph Node (N)
NX Regional lymph nodes cannot be assessed
NO No regional lymph node metastasis
N1 Metastasis 3 cm or less in greatest dimension in any regional lymph node(s)
N2 Metastasis more than 3 cm in greatest dimension in any regional lymph node(s) and/or in-transit metastasis
N2a Metastasis more than 3 cm in greatest dimension in any regional lymph node(s)
N2b In-transit metastasis
N2c Both (N2a and N2b)
Distant Metastasis (M)
MX Presence of distant metastasis cannot be assessed
MO No distant metastasis
M1 Distant metastasis
Mla Metastasis in skin or subcutaneous tissue or lymph node(s) beyond the regional lymph nodes
Mlb Visceral metastasis
v oL p .] .I, ) A G
Stage Grouping shige & wlis NO ML
] pTl NO MO b
pl2 NOQ MO
pT3 NO MO
1l T4 NO MO |
Ly CAnypT NI MO
AnypT N2 MO S
taged b M.D.
1y AnypT Any N M1 gec by . D
Registrar

Date

(continued on next page)
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MALIGNANT MELANOMA OF THE SKIN (EXCLUDING EYELID) (continued)

Histopathologic Type

The types of malignant melanoma are as follows:

Lentigo maligna (Hutchinson's freckle)
Radial spreading (superficial spreading)
Nodular

Acral lentiginous

Unclassified

A rare desmoplastic variant also exists.

Melanomas are identified according to site (mucosal, ocular, vaginal,
anal, urethral, and so forth). The staging classification described in this
chapter applies only to those arising in the skin.

Sites of Distant Metastasis
] Pulmonary PUL

Osseous 0SS
Hepatic HEP
Brain BRA

Lymph nodes LYM
Bone marrow  MAR

Pleura PLE
Peritoneumn PER
Skin SK1
Other OTH

Depth of Invasion

[ 1 Level I (not a melanoma and further characterization is not
necessary)

[ ] Levelll

[ 1 Level Il

[ 1 LevellV

[ ] LevelV

Other description
Maximal thickness (mm)

Site of primary lesion {check diagram)

Extent of primary lesion (include all pigmentation)

Size in greatest diameter cm

148

HNlustrations
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Indicate on diagrams primary tumor and regional nodes involved.
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Breast

C50.0 Nipple

C50.1 Central portion
C50.2 Uppet-inner quadrant
C50.3 Lower-inner quadrant
C50.4 Upper-outer quadrant
C50.5 Lower-outer quadrant
C50.6 Axillary tail

C50.8 Overlapping lesion
C50.9 Breast, NOS

The following TNM definitions and stage groupings for
carcinoma of the breast are the same for the AJCC and
the UICC/TNM projects. This staging system for carci-
noma of the breast applies to infiltrating and in situ carci-
nomas. Microscopic confirmation of the diagnosis is
mandatory and the histologic type and grade of carci-
noma should be recorded.

ANATOMY

Primary Site. Situated on the anterior chest wall,
the mammary gland is composed of glandular tissue
within a dense fibroareolar stroma. The glandular tis-
sue consists of approximately 20 lobes, each of which
terminates in a separate excretory duct in the nipple.

Regional Lymph Nodes. The breast lymphatics drain
by way of three major routes: axillary, transpectoral, and
internal mammary. Intramammary lymph nodes are con-
sidered with the axillary lymph nodes for staging pur-
poses. Metastases to any other lymph nodes—including
supraclavicular, cervical, and contralateral internal
mammary nodes—are considered distant (M1). (Please
refer to diagram.) The regional lymph nodes are:

(1) Axillary (ipsilateral): interpectoral (Rotter’s) nodes
and lymph nodes along the axillary vein and its
tributaries, which may be divided into the fol-
lowing levels:

(i) Level I (low-axilla): lymph nodes lateral ro
the lateral border of the pectoralis minor
muscle

(ii) Level Il (mid-axilla): lymph nodes between the
medial and lateral borders of the pectoralis
minor muscle and the interpectoral (Rotter’s)
lymph nodes

(iii) Level III (apical axilla): lymph nodes medial
to the medial margin of the pectoralis minor
muscle, including those designated as sub-
clavicular, infraclavicular, or apical.

Note: Intramammary lymph nodes are coded as
axillary lymph nodes.

(2) Internal mammary (ipsilateral): lymph nodes in
the intercostal spaces along the edge of the
sternum in the endothoracic fascia.

Any other lymph node metastasis is coded as a dis-
tant metastasis (M1), including supraclavicular,
cervical, or contralateral internal mammary
lymph nodes.

Metastatic Sites. All distant visceral sites are potential
sites of metastases. The four major sites of involvement
are bone, lung, brain, and liver, but this widely metasta-
sizing disease has been found in almost every remote site.

RULES FOR CLASSIFICATION

Clinical Staging. Clinical staging includes physical
examination, with careful inspection and palpation of




REGIONAL LYMPH NODES

Pectoralis
minar muscle

Levell

®

the skin, mammary gland, and lymph nodes (axillary,
supraclavicular, and cervical), pathologic examination
of the breast or other tissues, and imaging to establish
the diagnosis of breast carcinoma. The extent of tissues
examined pathologically for clinical staging is less than
that required for pathologic staging (see Pathologic
Staging). Appropriate operative findings are elements
of clinical staging, including the size of the primary
tumor and chest wall invasion and the presence or
absence of regional or distant metastasis.

Pathologic Staging. Pathologic staging includes all data
used for clinical staging and surgical resection as well as
pathologic examination of the primary carcinoma,
including not less than excision of the primary carci-
noma with no tumor in any margin of resection by gross
pathologic examination. A case can be included in the
pathologic stage if there is only microscopic, but not
gross, involvement at the margin. If there is tumor in the
margin of resection by gross examination, it is coded as
TX, because the extent of primary tumor cannot be
assessed. Resection of at least the low axillary lymph
nodes (Level I)—that is, those lymph nodes located lat-
eral to the lateral border of the pectoralis minor mus-
cle—should be carried out. Such a resection ordinarily
will include six or more lymph nodes. Metastatic nodules
in the fat adjacent to the mammary carcinoma, without
evidence of residual lymph node tissue, are considered
regional lymph node metastases.

TNM CLASSIFICATION
Primary Tumor

The clinical measurement used for classifying the pri-
mary tumor (T) should be the one judged most accurate
(e.g., physical examination or mammogram). Pathologi-
cally, the tumor size for classification (T) is a measure-

MANUAL FOR STAGING OF CANCER

ment of the invasive component. For example, if there is
a large in situ component (4 cm) and a small invasive
component (0.5 cm), the tumor is classified as Tla. The
size of the primary tumor should be measured before any

" tissue is removed for special studies, such as for estrogen

receptors.

Multiple Simultaneous Ipsilateral
Primary Cancers

The following guidelines should be used when classifying
multiple simultaneous ipsilateral primary (infiltrating,
grossly measurable) carcinomas. These criteria do not
apply to one grossly detected tumor associated with mul-
tiple separate microscopic foci.

1. Use the largest primary carcinoma to classify T.

2. Enter into the record that this is a case of multiple
simultaneous ipsilateral primary carcinomas. Such
cases should be analyzed separately.

Simultaneous Bilateral Breast Carcinomas

Each carcinoma is staged separately.

Inflammatory Carcinoma

Inflammatory carcinoma is a clinicopathologic entity
characterized by diffuse brawny induration of the skin
of the breast with an erysipeloid edge, usually without
an underlying palpable mass. Radiologically, there
may be a detectable mass and characteristic thicken-
ing of the skin over the breast. This clinical presenta-
tion is due to tumor embolization of dermal
lymphatics. The tumor of inflammatory carcinoma is

classified as T4d.

Paget’s Disease of the Nipple

Paget’s disease of the nipple without an associated tumor
mass (clinical) or invasive carcinoma (pathologic) is
classified as Tis. Paget’s disease with a demonstrable mass
(clinical) or an invasive component (pathologic) is
classified according to the size of the tumor mass or inva-
sive component.

Skin of the Breast

Dimpling of the skin, nipple retraction, or any other skin
change except those described under T4b and T4d may
occur in T1, T2, or T3 without changing the classifica-
tion.

Chest Wall

The chest wall includes the ribs, intercostal muscles, and
serratus anterior muscle but not the pectoral muscle.
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BREAST CANCER

SURVIVAL ACCORDING TO AJCC STAGE
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YEARS AFTER DIAGNOSIS

Fig. 25-1. Relative survival rates according to stage of disease. Data taken from 50,834 patients listed in
the Surveillance, Epidemiology, and End Results Program of the National Cancer Institute. Patients
were diagnosed between 1983 and 1987. Stage O represents 4,001 patients; Stage I, 16,519; Stage IIA,
14,692; Stage 1IB, 8,283; Stage I11A, 1,656; Stage I1IB, 1,389; and Stage IV, 3,694.

DEFINITION OF TNM
Primary Tumor (T)

Definitions for classifying the primary tumor (T) are the
same for clinical and for pathologic classification. The
telescoping method of classification can be applied. If
the measurement is made by physical examination, the
examiner will use the major headings (T1, T2, or T3). If
other measurements, such as mammographic or patho-
logic, are used, the examiner can use the telescoped sub-

setsof T1.

T4 Tumor of any size with direct extension to chest
wall or skin

T4a' Extension to chest wall

T4b‘ Edema (including peau d’orange) or ulcer-
ation of the skin of the breast or satellite
skin nodules confined to the same breast
T"’C‘ Both (T4a and T4b)
T4d‘ Inflammatory carcinoma (See the defini-
tion of inflammatory carcinoma in the
introduction..)

Note: Paget’s disease associated with a tumor is classified

TX Primary tumor cannot be assessed

TO No evidence of primary tumor

Tis Carcinoma in situ: intraductal carcinoma, lobular
carcinoma in situ, or Paget’s disease of the nip-
ple with no tumor

T1 Tumor 2 cm or less in greatest dimension

Tla 0.5 cm or less in greatest dimension

Tlb More than 0.5 cm but not more than 1 cm
in greatest dimension

Tlc More than 1 cm but not more than 2 cm in
greatest dimension

T2 Tumor more than 2 cm but not more than 5 cm in
greatest dimension
T3 Tumor more than 5 cm in greatest dimension

accordingito the size of the tumor.

Regional Lymph Nodes (N)

\
Regional lymph nodes cannot be assessed (e.g.,

NX
previously removed)

NO Noiregional lymph node metastasis

N1 Metastasis to movable ipsilateral axillary lymph
node(s)

N2 Metastasis to ipsilateral axillary lymph node(s)
fixed to one another or to other structures

N3 Metastasis to ipsilateral internal mammary lymph

node(s)
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Pathologic Classification (pN)

pNX Regional lymph nodes cannot be assessed (e.g.,
previously removed, or not removed for patho-
logic study)

pNO  No regional lymph node metastasis
pN1 Metastasis to movable ipsilateral axillary lymph
node(s)
pNla  Only micrometastasis (none larger
than 0.2 cm)

Metastasis to lymph node(s), any

larger than 0.2 cm

Metastasis in one to three lymph
nodes, any more than 0.2 cm and
all less than 2 cm in greatest
dimension

Metastasis to four or more lymph
nodes, any more than 0.2 cm and
all less than 2 cm in greatest
dimension

Extension of tumor beyond the cap-
sule of a lymph node metastasis
less than 2 cm in greatest dimen-
sion

Metastasis to a lymph node 2 cm or
more in greatest dimension

pN2Z Metastasis to ipsilateral axillary lymph nodes that

are fixed to one another or to other structures
pN3 Metastasis to ipsilateral internal mammary
lymph node(s)

Distant Metastasis (M)

MX  Presence of distant metastasis cannot be assessed

MO  No distant metastasis o ,

M1 Distant metastasis (includes metastasis to ipsilat-
eral supraclavicular lymph node(s))

pN1b
pN1bi

pN1bii

pN1biii

pN1biv

STAGE GROUPING

Stage 0 Tis NO MO
Stage | Tl NQ MO
[TA TO N1 MO

Tl NI# MO

‘T2 NO MQ

2 N1 MO

3 NO MO

) N2 MO

il N2 MO
T2 N2 MO
T3 N1 MO
T3 . N2 MD

Stage I1IB- T4 AnyN |
AnyT N3 ]
Stage IV AnyT AnyN 1

MANUAL FOR STAGING OF CANCER

HISTOPATHOLOGIC TYPE
The histologic types are as follows:

Carcinoma, NOS (not otherwise specified)
Ductal

Intraductal (in situ)

Invasive with predominant intraductal component

Invasive, NOS

Comedo

Inflammatory

Medullary with lymphocytic infiltrate

Mucinous (colloid)

Papillary

Scirrhous

Tubular

Other

Lobular
In situ
Invasive with predominant in situ component
Invasive

Nipple
Paget’s disease, NOS
Paget’s disease with intraductal carcinoma
Paget’s disease with invasive ductal carcinoma
Other

Undifferentiated carcinoma

HISTOPATHOLOGIC GRADE (G)

GX  Grade cannot be assessed
Gl Well differentiated

G2 Moderately differentiated
G3  Poorly differentiated

G4  Undifferentiated
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Data Form for Cancer Staging

Patient identification

Institution identification
Hospital or clinic

Address

Name

Address

Hospital or clinic number
Age Sex Race

Oncology Record

Anatomic site of cancer
Histologic type

Chronology of classification

Grade (G)

[ ] Clinical (use all data prior to first treatment)

Date of classification

[ 1 Pathologic (if definitively resected specimen available)

Clin Path DEFINITIONS

Primary Tumor (T)
[ 1] [ 1] X Primary tumor cannot be assessed
[ ] [ 1] TO No evidence of primary tumor
[ ] “ [ ] Tis Carcinoma in situ: Intraductal carcinoma, lobular carcinoma in situ, or Paget’s disease of the nipple with no tumor
[ ] [ ] T1 Tumor 2 c¢m or less in greatest dimension
[ ] [ 1] Tla 0.5 cm or less in greatest dimension
[ ] [ ] Tib More than 0.5 cm but not more than 1 cm in greatest dimension
[ 1 [ 1 Tlc More than 1 ¢m but not more than 2 cm in greatest dimension
[ ] [ 1] T2 Tumor more than 2 ¢cm but not more than 5 c¢m in greatest dimension
[ 1 [ ] T3 Tumor more than 5 cm in greatest dimension
[ ] [ ] T4 Tumor of any size with direct extension to chest wall or skin
[] [] T4a Extension to chest wall
[ 1 [ 1] T4b Edema (including peau d’orange) or ulceration of the skin of breast or satellite skin nodules confined to same

breast

[ 1] [ 1 T4c Both T4a and T4b
[ ] [ ] T4d Inflammatory carcinoma

Lymph Node (N)
[ ] [1 NX Regional lymph nodes cannot be assessed (e.g. previously removed)
[ ] [ 1 NO No regional lymph node metastasis
[ ] [ ] N1 Metastasis to movable ipsilateral axillary lymph node(s)
] ] N2 Metastasis to ipsilateral axillary lymph node(s) fixed to one another or to other structures
[ ] [ 1 N3 Metastasis to ipsilateral internal mammary lymph node(s}

Pathologic Classification (pN)
[ 1 [] pNX Regional lymph nodes cannot be assessed (e.g. previously removed, or not removed for pathologic study)
[ 1 [ ] pNO No regional lymph node metastasis
[ 1 [ ] pN1 Metastasis to movable ipsilateral axillary lymph node(s)
[ 1] [ ] pNla Only micrometastasis (none larger than 0.2 cm)
[ ] ] pNI1b Metastasis to lymph nodes, any larger than 0.2 cm
[ ] [ 1] pN1bi Metastasis in 1 to 3 lymph nodes, any more than 0.2 cm and all less than 2 cm in greatest dimension
[ ] [ 1] pN1bii  Metastasis to 4 or more lymph nodes, any more than 0.2 cm and all less than 2 cm in greatest dimension
[ ] [ ] pN1biii  Extension of tumor beyond the capsule of a lymph node metastasis less than 2 cm in greatest dimension
[ 1] [ ] pNlbiv  Metastasis to a lymph node 2 cm or more in greatest dimension
[ ] [ ] pN2 Metastasis to ipsilateral axillary lymph nodes that are fixed to one another or to other structures
[ ] [ ] pN3 Metastasis to ipsilateral internal mammary lymph node(s)

Distant Metastasis (M)

| MX Presence of distant metastasis cannot be assessed
No distant metastasis

[
[ ] MO
(! Ij M1

Distant metastasis (includes metastasis to ipsilateral supraclavicular lymph node(s))

(continued on next page)
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BREAST (continued)

Clin Path
Stage Grouping
[ (] |o T NO MO
[ ] (1 |1 T1 NO Mo
[ =) 1A TO N1 MO
Tl N|* MO
T2 NO MO
[ ] (1 |us T2 N1 MO
T3 NO MO
[ ] (1 |1ma 70 N2 MO
Ti N2 MO
T2 N2 MO
T3 I MO
A1 I MO
[ [ HIB T4 ¢ MO
Any T r MO
[ ] [ ] 1V Any T Any N . Ml
*1 ogosis of patients with pNl1a is similar to that of patients
with
Staged by M.D.
Registrar
Date
Histopathologic Grade (G)
[ ] GX  Grade cannot be assessed
[ ] Gl  Well differentiated
[ 1 G2  Moderately differentiated
[ 1 G3  Poorly differentiated
[ ] G4 Undifferentiated
INMustrations
REGIONAL LYMPH NODES
Pectoralis
minor muscle

Histopathologic Type
The histologic types are the following:

Carcinoma, NOS (not otherwise specified)
Ductal

Intraductal (in situ)

Invasive with predominant intraductal component
Invasive, NOS (not otherwise specified)
Comedo

Inflammatory

Medullary with lymphocytic infiltrate
Mucinous (colloid)

Papillary

Scirthous

Tubular

Other

Lobular

In situ
Invasive with predominant in situ component
Invasive

Nipple

Paget's disease, NOS (not otherwise specified)

Paget’s disease with intraductal carcinoma

Paget’s disease with invasive ductal carcinoma
g

Other
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Undifferentiated carcinoma

Indicate on diagram primary tumor and regional nodes involved.

American Joint Committee on Cancer—1992



GYNECOLOGIC TUMORS

The cervix uteri, corpus uteri, ovary, vagina, and vulva are the sites included in this section. The cervix
uteri and corpus uteri were among the first sites to be classified by the TNM system. The League of
Nations stages for carcinoma of the cervix have been used with minor modifications for nearly 50
years, and, because these are accepted by the International Federation of Gynecology and Obstetrics
(FIGQ), the TNM categories have been defined to correspond to the FIGO stages. Some amendments
have been made in collaboration with FIGO, and the classifications now published have the approval
of FIGO, AJCC, and all other national TNM committees of the Union Internationale Contre le Can-

cer (UICC).

The AJCC has worked closely with FIGO in the classification of cancer at gynecologic sites.
Staging of malignant tumors is essentially the same, and stages are comparable in the two systems.

26

Cervix Uteri

C53.0 Endocervix

(C53.1 Exocervix

C53.8 Overlapping lesion
(C53.9 Cervix uteri

ANATOMY

Primary Site. The cervix is the lower third of the
uterus. It is roughly cylindrical in shape, projects
through the upper anterior vaginal wall, and commu-
nicates with the vagina through an orifice called the
external os. Cancer of the cervix may originate on the
vaginal surface or in the canal.

Regional Lymph Nodes. The cervix is drained by
preureteral, postureteral, and uterosacral routes into the
following first station nodes:

Paracervical

Parametrial

Hypogastric (obturator)
Common iliac

Internal and external iliac
Presacral

Sacral

Para-aortic node involvement is considered distant
metastasis and is coded as M1.

Metastatic Sites. The most common sites of distant
spread are the lungs and skeleton.

RULES FOR CLASSIFICATION

The classification applies only to carcinomas. There
should be histologic confirmation of the disease.

Clinical Staging. Careful clinical examination should be
performed in all cases, preferably by an experienced
examiner and with anesthesia. The clinical staging must
not be changed because of subsequent findings. When
doubt exists as to the stage to which a particular cancer
should be allocated, the earlier stage is mandatory. The
following examinations are permitted: palpation, inspec-
tion, colposcopy, endocervical curettage, hysteroscopy,
cystoscopy, proctoscopy, intravenous urography, and x-ray
examination of the lungs and skeleton. Suspected bladder
or rectal involvement should be confirmed by biopsy and
histologic evidence. Optional examinations include Iym-
phangiography, arteriography, venography, laparoscopy,
and other imaging methods. Because these are not yet
generally available and because the interpretation of
results is variable, the findings of optional studies should
not be the basis for changing the clinical staging.

Pathologic Staging. In cases treated by surgical proce-
dures, the pathologist’s findings in the removed tissues
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can be the basis for extremely accurate statements on the
extent of disease. These findings should not be allowed
to change the clinical staging but should be recorded in
the manner described for the pathologic staging of dis-
ease. The pTNM nomenclature is appropriate for this
purpose. Infrequently, hysterectomy is carried out in the
presence of unsuspected extensive invasive cervical car-
cinoma. Such cases cannot be clinically staged or
included in therapeutic statistics, but it is desirable that
they be reported separately. Only if the rules for clinical
staging are strictly observed will it be possible to compare
results among clinics and by different modes of therapy.

Anatomic Subsites

Endocervix
Exocervix

DEFINITION OF TNM

The definitions of the T categories correspond to the
several stages accepted by FIGO. Both systems are
included for comparison.

Primary Tumor (T)
TNM FIGO DEFINITION

TX — Primary tumor cannot be assessed

T0 — No evidence of primary tumor

Tis — Carcinoma in situ

T1 I Cervical carcinoma confined to the
uterus (extension to the corpus
should be disregarded)

Tla IA Preclinical invasive carcinoma, diag-
nosed by microscopy only

Tlal IAl Minimal microscopic stromal invasion

Tla2 1A2 Tumor with an invasive component
5 mm or less in depth taken from
the base of the epithelium and 7
mm or less in horizontal spread

Tib IB Tumor larger than T1a2

T2 I Cervical carcinoma invades beyond
the uterus but not to the pelvic
wall or to the lower third of the
vagina

T2a A Tumor without parametrial invasion

T2b [IB Tumor with parametrial invasion

T3 I11 Cervical carcinoma extends to the
pelvic wall and/or involves the
lower third of the vagina and/or
causes hydronephrosis or nonfunc-
tioning kidney

T3a 1A Tumor involves the lower third of the

vagina, with no extension to the
pelvic wall

MANUAL FOR STAGING OF CANCER

T3b [1IB Tumor extends to the pelvic wall
and/or causes hydronephrosis or a
nonfunctioning kidney

Tumor invades the mucosa of the
bladder or rectum and/ or extends
beyond the true pelvis

Distant metastasis

T4* IVA

M1 IVB
*Note: Presence of bullous edema is not sufficient evi-
dence to classify a tumor as T4.

Regional Lymph Nodes (N)

NX Regional lymph nodes cannot be assessed

NO No regional lymph node metastasis

N1 Regional lymph node metastasis

Distant Metastasis (M)

TNM FIGO DEFINITION

MX Presence of distant metastasis cannot
be assessed

MO No distant metastasis

M1 IVB Distant metastasis

pTNM Pathologic Classification

The pT, pN, and pM categories correspond to the T, N,
and M categories.

STAGE GROUPING
AJCC/UICG FIGO

Stage 0 Tis NO MO

Stage IA Tla NO MO  StagelA
Stage IB Tlb NO MO  Stage [B

Stage A T2a NO MO  Stage [I1A
Stage [IB T2b NO MO  Stage 1IB

A T3a NO M( [IIA
B TI N1 MC 1B
'F2 N1 MC
T3a N1 MC
T3b Any N M(
Stage IVA T4 Any N MC IVA

Stage IVB. AnyT AnyN MI owmgelVB

HISTOPATHOLOGIC TYPE

Cases should be classified as carcinoma of the cervix if
the primary growth is in the cervix. All histologic types
must be included. Grading is encouraged but is not a
basis for modifying the stage groupings. When surgery is
the primary treatment, the histologic findings permit the
case to have pathologic staging. In this, the pTNM
nomenclature is to be used.



Cervix Uteri

The histopathologic types are:

Cervical intraepithelial neoplasia, grade II1
Squamous cell carcinoma in situ
Squamous cell carcinoma
Keratinizing
Nonkeratinizing
Verrucous
Adenocarcinoma in situ
Adenocarcinoma in situ, endocervical type
Endometrioid adenocarcinoma
Clear cell adenocarcinoma

Adenosquamous carcinoma
Adenoid cystic carcinoma
Small cell carcinoma
Undifferentiated carcinoma

HISTOPATHOLOGIC GRADE (G)

GX
Gl
G2
G3
G4

Grade cannot be assessed
Well differentiated
Moderately differentiated
Poorly differentiated
Undifferentiated
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Data Form for Cancer Staging

Patient identification

Name

Address

Hospital or clinic number
Age Sex Race

Oncology Record

Anatomic site of cancer

Histologic type

Grade (G)

Date of classification

Institution identification
Hospital or clinic

Address

Chronology of classification
[ 1 Clinical (use all data prior to first treatment)
[ 1 Pathologic (if definitively resected specimen available)

Clin Path TNM FIGO* DEFINITIONS
category stage
Primary Tumor (T)
[ ] [ ] X Primary tumor cannot be assessed
[ 1] [ ] TO No evidence of primary tumor
[ 1] [ ] Tis Carcinoma in situ
[ 1] [ ] T1 [ Cervical carcinoma confined to uterus (extension to corpus should be disregarded)
[ ] [ ] Tla 1A Preclinical invasive carcinoma, diagnosed by microscopy only
[ 1] [ ] Tlal IA1 Minimal microscopic stromal invasion
[ 1] [ ] Tla2 1A2 Tumor with invasive component 5 mm or less in depth taken from the base of the epithelium
and 7 mm or less in horizontal spread
[ ] [ Tlb IB Tumor larger than T1a2
[ ] [ T2 1II Cervical carcinoma invades beyond uterus but not to pelvic wall or to the lower third of vagina
[ ] [ 1 T2a ITA Tumor without parametrial invasion
[ ] [ ] T2b 1B Tumor with parametrial invasion
[ ] [ ] T3 111 Cervical carcinoma extends to pelvic wall and/or involves lower third of vagina and/or causes
hydronephrosis or nonfunctioning kidney
[ ] [ ! T3a A Tumor involves lower third of vagina, no extension to pelvic wall
[ 1 [ 1] T3b II1B Tumor extends to pelvic wall and/or causes hydronephrosis or nonfunctioning kidney
[ ] [ 1] T4xx IVA Tumor invades mucosa of bladder or rectum and/or extends beyond the true pelvis
Lymph Node (N)
[ 1 [ 1 NX Regional lymph nodes cannot be assessed
[1] [ 1] NO No regional lymph node metastasis
[ ] [ ] N1 Regional lymph node metastasis
Distant Metastasis (M)
[ 1] [ 1 MX Presence of distant metastasis cannot be assessed
[ 1] [ ] MO No distant metastasis
[ 1] [ 1 M1 }V3 Distant metastasis
Clin Path
Stage Grouping
AJCC/UICC FIGO
] (! 0 . I NO MO )
[ ] [ ] 1A Tila . NO MO 1A
[ ] [ ] 1B Tib NO MO 1B
[ 1] [ ] A T2a NO - MO 1A
[ 1 [ 1] 1IB T2b NO MO 1IB
[ 1] [ 1 IMA T3a .- NO MO  LIIA
[] [ 1 jmB T1 N1 MO B -
T2 N1 MO :
T3a N1 MO
- T3b AnyN MO
I 11 IVA T4 AnyN. MO IVA
[ 1 [ 1] JIVB AnyT AnyN - M1 .IVB
* FIGO:  Federation Intemationale de Gynecclogie et d’Obstetrigue Staged by M.D.
Registrar

** Note:  Presence of bullous edema is not sufficient evidence to

classify a tumor T4.

Date
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(continued on next page)
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CERVIX UTERI (continued)

Histopathologic Grade (G)

[ 1 GX  Grade cannot be assessed
[ 1 Gl Welldifferentiated

[ 1 G2 Moderately differentiated
[ ]G3 Poorly differentiated

[ ] G4 Undifferentiated
Histopathologic Type

Cases should be classified as carcinoma of the cervix if the primary growth
is in the cervix. All histologic types must be included. Grading is encour-
aged but is not a basis for modifying the stage groupings. When surgery is
the primary treatment, the histologic findings permit the case to have
pathologic staging. In this, the pTNM nomenclature is to be used.

The histopathologic types are:

Cervical intraepithelial neoplasia, grade I1!
Squamous cell carcinoma in situ
Squamous cell carcinoma

Keratinizing

Nonkeratinizing

Verrucous
Adenocarcinoma in situ
Adenocarcinoma in situ, endocervical type
Endometroid adenocarcinoma
Clear cell adenocarcinoma
Adenosquamous carcinoma
Adenoid cystic carcinoma
Small cell carcinoma
Undifferentiated carcinoma

160

[Mlustrations

\-..._,__,./-_-\______‘..

Indicate on diagrams primary tumor and regional nodes involved.
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Corpus Uterl

C54.0 Isthmus uteri
C54.1 Endometrium
C54.2 Myometrium
C54.3 Fundus uteri
C54.8 Overlapping lesicn
(C54.9 Corpus uteri
C55.9 Uterus, NOS

ANATOMY

Primary Site. The corpus uteri refers to the upper
two-thirds of the uterus above the level of the internal
cervical os. The fallopian tubes enter at the upper lat-
eral corners of this pear-shaped body. The portion
lying above a line joining the tubo-uterine orifices is
often referred to as the fundus.

Regional Lymph Nodes. The regional lymph nodes
include:

Para-aortic
Parametrial
Presacral
Internal iliac
Paracervical
Obturator
Hypogastric
External iliac
Common iliac
Presacral
Sacral promontory (Gerota'’s)
Uterosacral

Metastatic Sites. The vagina and lung are the common
metastatic sites.

RULES FOR CLASSIFICATION

The classification applies only to carcinoma. There
should be histologic verification and grading of the
tumor.

Clinical Staging. Careful clinical staging should be per-
formed, preferably by an experienced examiner and with
anesthesia, before any definitive therapy begins. The
clinical staging must not be changed because of subse-
quent findings. When doubt exist about the stage to
which a particular cancer should be allocated, the earlier
stage is mandatory. The following examinations are per-
mitted: palpation, inspection, colposcopy, endocervical
curettage, hysteroscopy, cystoscopy, proctoscopy, intrave-
nous urography, and imaging. examination of lungs and
skeleton. Optional examinations include lymphangiog-
raphy, arteriography, venography, and laparoscopy.
Sounding and determination of uterine cavity depth is
an important step. Fractional curettage is essential, with
separation of endometrial and endocervical curettings.
Careful inspection and palpation of the vagina should be
done to assess the entire length of the vaginal tube from
the apex to the urethra.

Pathologic Staging. Hysterectomy with or without pel-
vic node dissection provides the basis for surgical-patho-
logic staging and should not be substituted for clinical
staging.

Anatomic Subsites

Corpus uteri
Isthmus uteri

DEFINITION OF TNM

The definitions of the T categories correspond to the
several stages accepted by FIGO. (FIGO stages are fur-
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ther subdivided by histologic grade of tumor.) Both sys-

tems are included for comparison.

Primary Tumor (T)
TNM FIGO DEFINITION

X — Primary tumor cannot be assessed
TO = No evidence of primary tumor
Tis — Carcinoma in situ
T1 I Tumor confined to the corpus uteri
Tla 1A Tumor limited to the endometrium
Tib 1B Tumor invades up to or less than one-
half of the myometrium
Tle IC Tumor invades more than one-half of
the myometrium
T2 II Tumor invades the cervix but not
extending beyond the uterus
T2a 1A Endocervical glandular involvement
only
T2b 1IB Cervical stromal invasion
T3 I Local and/or regional spread as specified
and/or in T3a, b, N1 and FIGOIIIA, B, and
N1 C below

T3a [IIA Tumor involves the serosa and/or
adnexa (direct extension or meta-
stasis) and/or cancer cells in ascites
or peritoneal washings

T3b 1B Vaginal involvement (direct exten-
sion of metastasis)
N1 IIC Metastasis to the pelvic and/or para-

aortic lymph nodes

T4* IVA  Tumor invades the bladder mucosa or
the rectum and/or the bowel mucosa

Distant metastasis (excluding metasta-
sis to the vagina, pelvic serosa, or
adnexa; including metastasis to
intra-abdominal lymph nodes other
than paraaortic, andfor inguinal
lymph nodes.)

M1 IVB

* Note: The presence of bullous edema is not sufficient
evidence to classify a tumor as T4.

Regional Lymph Nodes (N)

NX Regional lymph nodes cannot be assessed
NO No regional lymph node metastasis
NI Regional lymph node metastasis

Distant Metastasis (M)
TNM FGO DEFINITION

MX — Presence of distant metastasis cannot
be assessed
MO — No distant metastasis

M1 IVB

Distant metastasis

MANUAL FOR STAGING OF CANCER

pTNM Pathologic Classification

The pT, pN, and pM categories correspond to the T, N,
and M categories.

STAGE GROUPING

AICCIUICC FIGO
) Tis NO MO
A Tla NO MO  Stage 1A
B T1h NO MO Stage IB
C Tlt' V O 1\

IA T2a NO N

IB T2b NO N
Stage [IIA  T3a NO MO Stag
Stage [IIB° T3h NO MO Stag

Stage [IIC T1 N1 MO  Stag

ol N1 MO -

T3a N1 MO

T3hb N1 MO
Stage IVA T4 AnyN MO Stage IVA
Stage IVB. Any T AnyN N\ e [VB

NOTES ABOUT STAGING

Studies of large series of cases of endometrial carcinoma
limited to the corpus have shown that the prognosis is
related to some extent to the size of the uterus. However,
uterine enlargement may be caused by fibroids, adeno-
myosis, and other disorders. Therefore, the size of the
uterus cannot serve as a basis for subgrouping Stage I
cases. The length and the width of the uterine cavity are
related to the prognosis. The great majority of cases of
corpus cancer belong to Stage 1. Extension of the carci-
noma to the endocervix is confirmed by fractional curet-
tage, hysterography, or hysteroscopy. Scraping the cervix
should be the first step of the curettage; the specimens
from the cervix should be examined separately. Occa-
sionally, it may be difficult to decide whether the
endocervix is involved by the cancer. In such cases, the
simultaneous presence of normal cervical glands and
cancer in the same section will give the final diagnosis.

Extension of the carcinoma outside the uterus should
refer a case to Stage III or Stage V.

The presence of metastases in the vagina or in the
ovary permits allotment of a case to Stage II1.

HISTOPATHOLOGIC TYPE

It is desirable that Stage I cases be subgrouped according
to the degree of differentiation described on microscopic
examination. The predominant lesion is adenocarci-
noma, but all histologic types should be reported. How-
ever, choriocarcinomas, sarcomas, mixed mesodermal
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tumors, and carcinosarcomas should be presented sepa-
rately.
The histopathologic types are:

Endometrioid carcinoma
Adenocarcinoma
Adenocanthoma (adenocarcinoma with squamous
metaplasia)
Adenosquamous carcinoma (mixed adenocarci-
noma and squamous cell carcinoma)
Mucinous adenocarcinoma -
Serous adenocarcinoma
Clear cell adenocarcinoma
Squamous cell adenocarcinoma
Undifferentiated adenocarcinoma
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HISTOPATHOLOGIC GRADE (G)

GX  Grade cannot be assessed

Gl Well differentiated

G2 Moderately differentiated

G3-4 Poorly differentiated or undifferentiated

Note: For details of FIGO histologic grading of endome-
trial carcinoma, please see the following publications:

FIGO: Annual report on the results of treatment of
gynecological cancer. Int ] Gynecol Obstet 28:189-193,
1989

FIGO: Changes in gynecologic cancer staging by the
International Federation of Gynecology and Obstetrics.
Am ] Obstet Gynecol 162: 610-611, 1990.







CORPUS UTERI

Data Form for Cancer Staging

Patient identification

Institution identification
Hospital or clinic

Address

Name

Address

Hospital or clinic number
Age Sex Race

Oncology Record

Anatomic site of cancer

Histologic type

Chronology of classification

Grade (G)

[ 1 Clinical (use all data prior to first treatment)

Date of classification

[ 1 Pathologic (if definitively resected specimen available)

Clin Path TNM Fico*  DEFINITIONS
category stage
Primary Tumor (T)
[ ] [ ] TX Primary tumor cannot be assessed
(1 [ 1] TO No evidence of primary tumor
[ ] [ ] Tis Carcinoroa in situ
[ 1 [ 1] T1 I Tumor confined to corpus uteri
[ 1 [ ] Tla 1A Tumor limited to endometrium
[ 1 [ ] Tib IB Tumor invades up to or less than one half of the myometrium
[ 1] [ ] Tle IC Tumor invades to more than one half of the myometrium
{1 [ ] T2 11 Tumor invades cervix but does not extend beyond uterus
[ ] [ ] T2a IIA Endocervical glandular involvement only
[ 1] [] T2b 1B Cervical stromal invasion
[ 1] [ ] T3 111 Local and/for regional spread as specified in T3a, b, N1 and FIGO IlIA, B and C below
&/Jor N1
[ ] 1] T3a 1A Tumor involves serosa andfor adnexae (direct extension or metastasis) and/or cancer cells in
ascites or peritoneal washings s,
[ 1] [} T3b 1B Vaginal involvement (direct extension o meﬂ/géSf 518
[ ] [] N1 IIC Metastasis to the pelvic and/or paraaortic lymph nodes
[ 1] [ ] T4 IVA Tumor invades bladder mucosa and/or bowel mucosa
[ ] [ ] M1 VB Distant metastasis. (Excluding metastasis to vagina, pelvic serosa or adnexae. Including metastasis to
intraabdominal lymph nodes other than paraaortic, and/or inguinal lymph nodes.}
Lymph Node (N)
[ 1 [ 1] NX Regional lymph nodes cannot be assessed
[ 1] [ 1] NO No regional lymph node metastasis
[ 1 [ 1 N1 Regional lymph node metastasis
Distant Metastasis (M)
[ ] [ 1] MX Presence of distant metastasis cannot be assessed
[ ] [ 1] MO No distant metastasis
[ 1 1] M1 VS Distant metastasis
Clin Path
Stage Grouping
AJC FIGO
{1 [N 0 NO MO
[ [ 4] 1A NO MO  StagelA
IB NO MO  Stage IB
e Tic NO MO  StageIC
(] ['1 |1A T2 NO MO  Stage lIA
B T NO MO  Stage IIB
[ ] [=4 MA  T3a NO MO  Srage TIIA
[ ] (] |mB Tk  No
[ ] B H] IT1C Tl N1
12 N1
b N1
: il ' Staged by M.D.
[ 1 i IV Any N e IVA Registrar
| ] [ ] |1V Any N age IVB Date 77

* FIGO: Federation Internationale de Gynecologie et d’Obstetrique
*% Note: The presence of bullous edema is not sufficient evidence to classify

a tumor T4 .

(continued on next page)
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CORPUS UTERI (continued)

Histopathologic Type

It is desirable that Stage I cases be subgrouped according to the degree of
differentiation described on microscopic examination. The predominant
lesion is adenocarcinoma, but all histologic types should be reported.
However, choriocarcinomas, sarcomas, mixed riesodermal tumors, and
carcinosarcomas should be presented separately.

The histopathologic types are:

Endometrioid carcinoma
Adenocarcinoma
Adenocanthoma (adenocarcinoma with squamous metaplasia)
Adenosquamous carcinoma (mixed adenocarcinoma and squamous cell

carcinoma)

Mucinous adenocarcinoma

Serous adenocarcinoma

Clear cell adenocarcinoma

Squamous cell adenocarcinoma

Undifferentiated adenocarcinoma

Histopathologic Grade (G)

[ 1 GX Grade cannot be assessed
[ 1G1 Well differentiated
[ ] G2 Moderately differentiated

[ ] G3-G4 Poorly differentiated or undifferentiated

[Hustrations

—
-

Indicate on diagrams primary tumor and regional nodes involved.
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28
Ovary

C56.9 Ovary

ANATOMY

Primary Site. Ovaries are a pair of solid, flattened
ovoids 2 to 4 cm in diameter connected by a perito-
neal fold to the broad ligament and by the infundibu-
lopelvic ligament to the lateral wall of the pelvis.

Regional Lymph Nodes. The lymphatic drainage
occurs by the utero-ovarian and round ligament trunks
and an external iliac accessory route into the following
regional nodes:

External iliac
Common iliac
Hypogastric

Internal iliac
Obturator

Lateral sacral

Aortic nodes
Inguinal nodes
Pelvic, NOS
Retroperitoneal, NOS

Metastatic Sites. The peritoneum, including the omen-
tum and pelvic and abdominal viscera, are common sites
for seeding. Diaphragmatic involvement and liver
metastases are common. Pulmonary and pleural involve-
ment also occur.

RULES FOR CLASSIFICATION

There should be histologic confirmation of the disease to
permit division of cases by histopathologic type. In
accordance with FIGO,* a simplified version of the
WHO** histologic typing (1973 publication No. 9) is
recommended. The extent of differentiation (grade)

should be recorded.

* FIGO: Federation Internationale de Gynecologie et
d’Obstetrique
** World Health Organization

It is desirable to have a clinical stage grouping of
ovarian tumors similar to those already existing for oth-
er malignant tumors in the female pelvis. Rarely is it
possible to come to a final diagnosis by inspection or pal-
pation or by any of the other methods recommended for
clinical staging of carcinoma of the uterus and vagina.
Therefore, the Cancer Committee of FIGO has recom-
mended that clinical staging of primary carcinoma of
the ovary be based on findings by laparoscopy or laparot-
omy, as well as on the usual clinical examination and
roentgen studies.

Clinical Staging. Although clinical studies similar to
those for other sites may be used, establishing a diagnosis
most often requires a laparotomy, which is most widely
accepted in clinical staging. Clinical studies include rou-
tine chest radiography. Computed tomography or other
imaging studies may be helpful in both initial staging and
follow-up of the tumors.

Pathologic Staging. This should include laparotomy
and resection of ovarian masses, as well as hysterectomy.
Biopsies of suspicious sites, such as the omentum, mesen-
tery, liver, diaphragm, and pelvic and para-aortic nodes,
are required.

DEFINITION OF TNM

The definitions of the T categories correspond to the
several stages accepted by FIGO. Both systems are
included for comparison.

Primary Tumor (T)
TNM  FIGO DEFINITION

TX —_ Primary tumor cannot be assessed
TO — No evidence of primary tumor
T1 I Tumor limited to ovaries {(one or

both)
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TNM FIGO DEFINITION
Tla 1A Tumor limited to one ovary; capsule
intact, no tumor on ovarian sur-
face, no malignant cells in ascites
or peritoneal washings
Tib 1B Tumor limited to both ovaries; cap-
sules intact, no tumor on ovarian
surface, no malignant cells in
ascites or peritoneal washings
Tlc IC Tumor limited to one or both ovaries
with any of the following: capsule
ruptured, tumor on ovarian surface,
malignant cells in ascites or perito-
neal washings
Tumor involves one or both ovaries
with pelvic extension
T2a IIA Extension and/or implants on the
uterus and/or tube(s); no malignant
cells in ascites or peritoneal washings
T2b 1IB Extension to other pelvic tissues; no
malignant cells in ascites or perito-
neal washings’
T2¢ IIC Pelvic extension (2a or 2b) with
malignant cells in ascites or perito-
neal washings

T2 II

T3 [11 Tumor involves one or both ovaries
and/or with microscopically confirmed peri-
N1 toneal metastasis outside the pelvis
andfor regional lymph node
metastasis
T3a MIA  Microscopic peritoneal metastasis
beyond the pelvis
T3b 1B Macroscopic  peritoneal metastasis

beyond the pelvis 2 cm or less in
the greatest dimension
T3c IIIC  Peritoneal metastasis beyond the pelvis
and/or more than 2 c¢m in the greatest
N1 dimension andfor regional lymph
node metastasis
Distant metastasis (excludes perito-

neal vmetas‘tasis)
¢ /“»1 L -
Note: Liver capsule\fdn?é% rasis is T3/Stage IlI; liver

parenchymal metastasis, M1/Stage IV. Pleural effusion
must have positive cytology for M1/Stage IV.

M1 Y

Regional Lymph Nodes (N)

NX Regional lymph nodes cannot be assessed
NO  No regional lymph node metastasis
N1 Regional lymph node metastasis

Distant Metastasis (M)
TNM FIGO DEFINITION

MX — Presence of distant metastasis cannot

be assessed

MANUAL FOR STAGING OF CANCER

No distant metastasis

Distant metastasis (excludes perito-
neal metastasis)

Note: The presence of nonmalignant ascites is not clas-

sified. The presence of ascites does not affect staging

unless malignant cells are present.

MO —
M1 v

pTNM Pathologic Classification

The pT, pN, and pM categories correspond to the T, N,
and M categories.

STAGE GROUPING

AJCC/UICC FIGO
Stage IA  Tla NO MO  Stage IA
Stage [B T1b NO MO  Stage IB
Stage IC  Tlc NQ MO Ste
Stage [IA  Tla NO MO St
Stage [IB TZb NO MO  Ste

2¢ NO
3a NO
3b NO
HIC T3¢ NO 15 EE LT
AnyT NI :
IV AnyT  AnyN | ige [V

HISTOPATHOLOGIC TYPE

The types currently recommended are serous tumors,
mucinous tumors, endometrioid tumors, clear cell
(mesonephroid) tumors, undifferentiated tumors, and
unclassified tumors. Malignant tumors other than those
of the common epithelial types are not to be included
with the categories listed below. However, the more
common ones—such as granulosa cell umor, immature
teratoma, dysgerminoma, and endodermal sinus tumor—
may be collected and reported separately by institutions
so desiring, particularly those with a pediatric population
among their patients.

The histopathologic types are:

Serous cystomas
Serous cystadenomas with proliferating activity of
the epithelial cells and nuclear abnormalities,
but with no infiltrative destructive growth (low
potential or borderline malignancy)
Serous cystadenocarcinomas
Mucinous cystomas
Mucinous cystadenomas with proliferating activity
of the epithelial cells and nuclear abnormalities,
but with no infiltrative destructive growth (low
potential or borderline malignancy)
Mucinous cystadenocarcinomas



Ovary

Endometrioid tumors (similar to adenocarcinomas in
the endometrium)

Endometrioid tumors with proliferating activity of
the epithelial cells and nuclear abnormalities,
but with no infiltrative destructive growth (low
potential or borderline malignancy)

Endometrioid adenocarcinomas

Clear cell (mesonephroid) tumors

Clear cell tumors with proliferating activity of the
epithelial cells and nuclear abnormalities, but
with no infiltrative destructive growth (low
potential or borderline malignancy)

Clear cell cystadenocarcinomas

Unclassified tumors

In some cases of inoperable widespread malignant tu-
mor, it may be impossible for the gynecologist and the
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pathologist to decide the origin of the growth. In order
to evaluate the results obtained in the treatment of car-
cinoma of the ovary, however, it is necessary that all pa-
tients be reported on, including those thought to have a
malignant ovarian tumor. If clinical examination can-
not exclude the possibility that the lesion is a primary
ovarian carcinoma, the case should be reported in the
group “special category” and belong to the histologic
group of unclassified tumors.

HISTOPATHOLOGIC GRADE (G)

GX  Grade cannot be assessed
GB  Borderline malignancy
Gl Well differentiated
G2 Moderately differentiated
G3-4 Poorly differentiated or undifferentiated







OVARY

Data Form for Cancer Staging

Patient identification

Name

Address

Hospital or clinic number
Age Sex Race

Oncology Record

Anatomic site of cancer

Histologic type

Grade (G)

Institution identification

Hospital or clinic
Address

Chronology of classification

[ ] Clinical (use all data prior to first treatment)

Date of classification

[ 1 Pathologic (if definitively resected specimen available)

Clin Path

—Giin | Path | Tnm Fco*  DEFINITIONS

| category stage

Lymph Node (N)

NX Regional lymph nodes cannot be assessed

NO No regional lymph node metastasis

N1 Regional lymph node metastasis

Distant Metastasis (M)

MX Presence of distant metastasis cannot be assessed
MO No distant metastasis

B . . . ,
M1 '\/&’ Distant metastasis (excludes peritoneal metastasis)

Stage Grouping
AJce/uice I
1A Tla NO M A

1B Tib NO MO Stage
Tlc ND MO Stage
T2a NO MO Stage
T2b NO MO Stage
IC Tie NO M

Primary Tumor (T)
TX Primary tumor cannot be assessed
TO No evidence of primary tumor
T1 | Tumeor limited to ovaries (one or both)
Tla TA Tumor limited to one ovary; capsule intact, no tumor on ovarian surface. No malignant cells in ascites
or peritoneal washings.
Tib IB Tumor limited to both ovaries; capsules intact, no tumor on ovarian surface. No malignant cells in
ascites or peritoneal washings.
Tlc IC Tumor limited to one or both ovaries with any of the following: capsule ruptured, tumor on ovarian
surface, malignant cells in ascites, or peritoneal washings.
T2 [l Tumor involves one or both ovaries with pelvic extension
T2a [IA Extension and/or implants on uterus and/or tube(s). No malignant cells in ascites or peritoneal washings.
T2b 1B Extension to other pelvic tissues. No malignant cells in ascites or peritoneal washings.
T2 1C Pelvic extension (2a or 2b) with malignant cells in ascites or peritoneal washings.
T3 III Tumor involves one or both ovaries with microscopically confirmed peritoneal metastasis outside the
&for N1 pelvis and/or regional lymph node metastasis
T3a A Microscopic peritoneal metastasis beyond pelvis
T3b 1B Macroscopic peritoneal metastasis beyond pelvis 2 cm or less in greatest dimension
T3 1IC Peritoneal metastasis beyond pelvis more than 2 cm in greatest dimension and/or regional lymph node
&for N1 metastasis
M1 IV Distant metastasis (excludes peritoneal metastasis)

A T3a NO M
B T3b NO M
C  T3e NO M
N1 M . Staged by M.D.
L] %l A% AnyN M IV Registrar
| Date
* FIGO: Federation [n 'orw%li de Gynecologie et d'Obstetrique
Note: Liver capsu@fnée{ﬁgs%}[‘ ﬁtﬁ%@'{lf 1, liver parenchymal metastasis
MI/Stage IV. Pleural effusion must have positive cytology for M1/Stage IV. (continued on next page)
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OVARY (continued)

Histopathologic Grade (G)

[ ] GX Grade cannot be assessed

[ ] GB Borderline malignancy

[ ]1G1 Well differentiated

[ 1G2 Moderately differentiated

[ 1 G3-G4 Poorly differentiated or undifferentiated

Histopathologic Type

The types currently recommended are serous tumors, mucinous tumors,
endometrioid tumors, clear cell (mesonephroid) tumors, undifferentiated
tumors, and unclassified tumors. Malignant tumors other than those of
the common epithelial types are not to be included with the categories
listed below. However, the more common ones—such as granulosa cell
tumor, immature teratoma, dysgerminoma, and endodermal sinus
tumor—may be collected and reported separately by institutions so
desiring, particularly those with a pediatric population among their
patients.

The histopathologic types are:

Serous cystomas
Serous cystadenomas with proliferating activity of the epithelial cells
and nuclear abnormalities, but with no infiltrative destructive
growth (low potential or borderline malignancy)
Serous cystadenocarcinomas
Mucinous cystomas
Mucinous cystadenomas with proliferating activity of the epithelial
cells and nuclear abnormalities, but with no infiltrative destruc-
tive growth (low potential or borderline malignancy)
Mucinous cystadenocarcinomas
Endometrioid tumors {similar to adenocarcinomas in the endometrium)
Endometrioid tumors with proliferating activity of the epithelial cells
and nuclear abnormalities, but with no infiltrative destructive
growth (low potential or borderline malignancy)
Endometrioid adenocarcinomas
Clear cell (mesonephroid) tumors
Clear cell tumors with proliferating activity of the epithelial cells and
nuclear abnormalities, but with no infiltrative destructive growth
(low potential or borderline malignancy)
Clear cell cystadenocarcinomas
Unclassified tumors

In some cases of inoperable widespread malignant tumor, it may be
impossible for the gynecologist and the pathologist to decide the origin of
the growth. In order to evaluate the results obtained in the treatment of
carcinoma of the ovary, however, it is necessary that all patients be
reported on, including those thought to have a malignant ovarian tumor.
If clinical examination cannot exclude the possibility that the lesion is a
primary ovarian carcinoma, the case should be reported in the group
“special category” and belong to the histologic group of unclassified
tumors.

Nustrations
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Indicate on diagrams primary tumor and regional nodes involved.
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Vagina

C52.9 Vagina

ANATOMY

Primary Site. The vagina extends from the vulva
upward to the uterine cervix.

Regional Lymph Nodes. They are:

Femoral (lower third only)

Inguinal (lower third only)

Common iliac

Internal iliac (hypogastric)

External iliac

Hypogastric

Pelvic, NOS (upper two-thirds only)

Metastatic Sites. The most common sites of distant
spread include the lungs and skeleton.

RULES FOR CLASSIFICATION

The classification applies to primary carcinoma only.

A tumor that has extended to the portio and reached
the external os should be classified as carcinoma of the
cervix.

A tumor involving the vulva should be classified as
carcinoma of the vulva.

There should be histologic confirmation of the dis-
ease. Any unconfirmed cases must be reported sepa-
rately.

Clinical Staging. All data available prior to first defini-
tive treatment should be used.

Pathologic Staging. In addition to data used for clinical
staging, additional information available from examina-
tion of the resected specimen is to be used.

DEFINITION OF TNM

The definitions of the T categories correspond to the
several stages accepted by FIGO. Both systems are
included for comparison.

Primary Tumor (T)

TNM FIGO DEFINITION

X — Primary tumor cannot be assessed

TO — No evidence of primary tumor

Tis 0 Carcinoma in situ

T1 I Tumor confined to the vagina

T2 11 Tumor invades paravaginal tissues but
not to the pelvic wall

T3 11 Tumor extends to the pelvic wall

T4* IVA  Tumor invades the mucosa of the
bladder or rectum and/or extends
beyond the true pelvis

M1 IVB Distant metastasis

*Note: The presence of bullous edema is not sufficient
evidence to classify a tumor as T4. If the mucosa is not
involved, the tumor is Stage I1I.

Regional Lymph Nodes (N)

NX Regional lymph nodes cannot be assessed

NO No regional lymph node metastasis

Upper Two-Thirds of the Vagina:

N1  Pelvic lymph node metastasis

Lower One-Third of the Vagina:

N1  Unilateral inguinal lymph node metastasis
N2 Bilateral inguinal lymph node metastasis

Distant Metastasis (M)

TNM FGO DEFINITION

MX — Presence of distant metastasis cannot
be assessed

MO — No distant metastasis

M1 IVB Distant metastasis




174

pTNM Pathological Classification

The pT, pN, and pM categories correspond to the T, N,

and M categories.

STAGE_GROUPING

T2 -

AJCC/UICC
Stage O Tis
Stage 1 T1
Stage 11 T2
Stage Il T1
T2
T3
T3
Stage IVA  T1
T3
- T4

NO MO
- NO MO
NO MO
N1 MO
N1 MO
NO MO
N1 MO
N2 MO
N2 MO
N2 MO .
AnyN MO

pttraivy ;
Stag::- I ;
Stage 11 :
Stage Il -

Stage IVA

/B

MANUAL FOR STAGING OF CANCER

HISTOPATHOLOGIC TYPE

The squamous cell carcinoma is the most common type
of cancer occurring in the vagina but infrequently an
adenocarcinoma may occur in the upper one third.

HISTOPATHOLOGIC GRADE (G)

GX
G1
G2
G3
G4

Grade cannot be assessed
Well differentiated
Moderately differentiated
Poorly differentiated
Undifferentiated



VAGINA

Data Form for Cancer Staging

Patient identification

Institution identification
Hospital or clinic

Address

Name

Address

Hospital or clinic number
Age Sex Race

Oncology Record

Anatomic site of cancer

Histologic type

Chronology of classification

Grade (G)

[ ] Clinical (use all data prior to first treatment)

Date of classification

[ 1 Pathologic (if definitively resected specimen available)

Clin Path TNM Fico* DEFINITIONS
category  stage .
Primary Tumor (T)
[ ] [ 1] X Primary tumor cannot be assessed
[ ] [l TO No evidence of primary tumor
[ ) [ ] Tis 0 Carcinoma in situ
[ ] [ ] T1 1 Tumor confined to vagina
[i ] | 1 T2 I Tumor invades paravaginal tissues but not to pelvic wall
[ 1] T3 11 Tumor extends to pelvic wall
[ ] [ ] ['4* l\f‘x’;\ Tumor invades mucosa of bladder or rectum and/or extends beyond the true pelvis
[ ] [ ] Ml % Distant metastasis
Lymph Node (N)
|1 [ ] NX Regional lymph nodes cannot be assessed
|1 [ ] NO No regional lymph node metastasis
Upper two-thirds of vagina:
[ ] | ] NI Pelvic lymph node metastasis
Lower one-third of vagina:
[ ] (. NI Unilateral inguinal lymph node metastasis
[ ] [ ] N2 Bilateral inguinal lymph node metastasis
Distant Metastasis (M)
[ ] [ ] MX Presence of distant metastasis cannot be assessed
| ] [ 1] MO No distant metastasis
[ 1] [ ] M1 Vb Distant metastasis
Clin Path
Stage Grouping =
) : Hé6d
| [ 0 Tis NO MO O
] [ ] I T1 NO MO T
] ) I T2 NO MO f—"f
] [=] 111 Tl NI MO :‘_|
2 NI Mo L
T3 NQ MO
| 13 N1 MO
[ ] [ 1 [IvA TI N2 MO JVA
T2 N2 MO
T3 N2 MO
B AnyNo MO Staged b
o - gea by M.D.
[ ] (1 | IvE Any N M1 (v — — Registrar
fom | Date _ o

* Note: The presen_ce of bullous edema is not sufficient evidence to classify a
tumor T4. If the mucosa is not involved the tumor is stage I11.

(continued on next page)
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VAGINA (continued)

= e
Histopathologic Type Histopathologic Grade (G)
Squamous cell carcinoma { ] GX Grade cannot be assessed
Adenocarcinoma infrequently [ 1 Gl  Welldifferentiated
Upper one third [ 1 G2  Moderately differentiated

[ 1 G3  Poorly differentiated
{

- G4  Undifferentiated
INlustrations 1 G4 ndifferentiate

--""‘-‘

Indicate on diagrams primary tumor and regional nodes involved.
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Vulva

C51.0 Labium majus
C51.1 Labium minus
C51.2 Clitoris

C51.8 Overlapping lesion
C51.9 Vulva, NOS

The staging classification for carcinomas of the vulva is
taken directly from FIGO.

Cases should be classified as carcinoma of the vulva
when the primary site of the growth is in the vulva.
Tumors present in the vulva as secondary growths from
either a genital or extragenital site should be excluded.
Malignant melanoma should be reported separately.

ANATOMY

Primary Site. The vulva is the anatomic area imme-
diately external to the vagina.

Regional Lymph Nodes. The femoral and inguinal
nodes are the sites of regional spread.

Metastatic Sites. These include any site beyond the
area of the regional lymph nodes. Internal iliac, external
iliac, and hypogastric lymph nodes are now considered
distant metastasis.

RULES FOR CLASSIFICATION

The classification applies only to primary carcinoma of
the vulva. There should be histologic confirmation of
the cancer. A carcinoma of the vulva that has extended
to the vagina should be classified as carcinoma of the
vulva. Malignant melanoma should be reported sepa-
rately.

Clinical Staging. The rules for staging are similar to
those for carcinoma of the cervix.

Pathologic Staging. The rules of staging are similar to
those for carcinoma of the cervix.

DEFINITION OF TNM

TNM classification of carcinoma of the vulva is based on

the FIGO classification.

Primary Tumor (T)

TX  Primary tumor cannot be assessed

TO No evidence of primary tumor

Tis Carcinoma in situ (preinvasive carcinoma)

T1 Tumor confined to the vulva or to the vulva and
perineum, 2 cm or less in greatest dimension

T2 Tumor confined to the vulva or to the vulva and
perineum, more than 2 cm in greatest dimen-
sion

T3 Tumor invades any of the following: lower urethra,
vagina, or anus

T4 Tumor invades any of the following: bladder
mucosa, upper urethral mucosa, or rectal mucosa,

or is fixed to the bone

Regional Lymph Nodes (N)

NX Regional lymph nodes cannot be assessed
NO No regional lymph node metastasis

NI  Unilateral regional lymph node metastasis
N2 Bilateral regional lymph node metastasis

Distant Metastasis (M)

MX  Presence of distant metastasis cannot be assessed
MO No distant metastasis
M1 Distant metastasis (Pelvic lymph node metastasis

is M1.)
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0
'

nomenclatures)
AJCCUICC
Stage 0 Tis
Stagc I T1
Stage 11 T2
Stagelll Tl
T2
T3
T3
wge IVA Tl
T2
13
T4

STAGE GROUPING
(Correlation of - the FIGO, LICC,

NO MO
NO MO
NO MO
N1 MO
N1 MO
NO- MO
N1 MO
N2 MO
N2. MO
N2 MO
AnyN MO

Stage IVB  Any T AnyN Ml

and AJCC

FIGO

Stage |
Stage 11
Stage [1I

Stage IVA

Stage IVB

MANUAL FOR STAGING OF CANCER

HISTOPATHOLOGIC TYPE

Squamous cell carcinoma is the most common form of
cancer of the vulva. Malignant melanoma should be
reported separately.

The histopathologic types are:

Vulvar intraepithelial neoplasia, grade 11
Squamous cell carcinoma in situ
Squamous cell carcinoma

Verrucous carcinoma

Paget’s disease of the vulva
Adenocarcinoma, NOS

Basal cell carcinoma, NOS

Bartholin’s gland carcinoma

HISTOPATHOLOGIC GRADE (G)

GX  Grade cannot be assessed
Gl Well differentiated

G2 Moderately differentiated
G3  Poorly differentiated

G4  Undifferentiated



VULVA

Data Form for Cancer Staging

Patient identification

Institution identification
Hospital or clinic

Name

Address

Hospital or clinic number
Age Sex Race

Oncology Record

Anatomic site of cancer

Histologic type

Grade (G)

Address

Chronology of classification

[ 1 Clinical (use all data prior to first treatment)

Date of classification

[ 1 Pathologic (if definitively resected specimen available)

Clin Path__| DEFINITIONS

[] [ 1 | MX
(] [ 1 | MO
[ 1] [ ] Ml

Distant Metastasis (M)

Presence of distant metastasis cannot be assessed
No distant metastasis
Distant metastasis (Pelvic lymph node metastasis is M1)

Clin Path T
Stage Grouping
AJCC/UICC Figo
1 ] [1 [o Tis 'NO MO
[ ] [ ] 1 Tl NO MO I
{1 [-] |1 T2 NO MO 1
[ ] T 1 T1 N1 MO Il
T2 N1 MO
T3 NO MO
T3 N1 MO
[ ] [ 1] IVA T1: N2 MO IVA
T2 N2 MO
T3 N2 MO
T4 AnyN MO
[ 1 [ ] IVB AnyT AnyN Ml IVB
Staged by M.D.
Registrar
Date
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Primary Tumor (T)
[ 1] [ ] TX Primary tumor cannot be assessed
] [ 1 TO No evidence of primary tumor
[ 1] [ ] Tis Preinvasive carcinoma (carcinoma in situ)
[ 1] [ ] Tl Tumor confined to the vulva or to the vulva and perineum, 2 cm or less in greatest dimension
[ 1 [ 1] T2 Tumor confined to the vulva or to the vulva and perineum, more than 2 ¢m in greatest dimension
[ 1] [ 1] T3 Tumor involves any of the following: lower urethra, vagina, or anus
[ 1 [ ] T4 Tumor invades any of the following: bladder mucosa, upper part of urethral mucosa, rectal mucosa or tumor fixed to
the bone
Lymph Node (N)
Regional lymph nodes are the femoral and inguinal nodes
[ ] [ ] NX Regional lymph nodes cannot be assessed
[ ] [ 1] NO No regional lymph node metastasis bt "
[ 1] [ 1] N1 Unilateral regional lymph node metastasis
[ 1 [ 1 N2 Bilateral regional lymph node metastasis

(continued on next page)
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VULVA (continued)

Histopathologic Grade (G)
[ 1 GX  Grade cannot be assessed
[ 1T Gl  Well differentiated

[ 1 G2 Moderately differentiated
[ 1 G3  Poorly differentiated

[ 1 G4 Undifferentiated

Histopathologic Type
Squamous cell carcinoma is the most frequent form of cancer of the
vulva. Malignant melanoma should be reported separately.

The histopathologic types are:

Vulvar intraepithelial neoplasia, grade 111
Squamous cell carcinoma in situ
Squamous cell carcinoma

Verrucous carcinoma

Paget’s disease of the vulva
Adenocarcinoma, NOS

Basal cell carcinoma, NOS

Bartholin’s gland carcinoma

ustrations

S A S

Indicate on diagrams primary tumor and regional nodes involved.
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GENITOURINARY CANCERS

31

Prostate

C61.9 Prostate gland

Prostatic cancer is the most common cancer in men,
with increasing incidence in older age groups. Carcino-
mas of the prostate are responsive to sex hormones and
presumably, therefore, have many analogies with breast
cancer. They are stimulated by androgens and inhibited
by estrogens. Prostatic cancer has a tendency to metasta-
size to bone. Early detection may now be possible with a
blood test, (prostate specific antigen, PSA) and transrec-
tal ultrasound. This TNM classification for carcinomas
of the prostate is new.

ANATOMY

Primary Site. Adenocarcinomas of the prostate usu-
ally arise within the peripheral zone and are less com-
monly seen in the benign hyperplastic enlargement
that occurs around the prostatic urethra in older men.
Pathologically, cancers of the prostate are often multi-
focal in origin. They usually start in the peripheral
posterior portion of the gland and therefore are ame-
nable to early detection by rectal examination or by
transrectal ultrasound.

There is agreement that the incidence of both clin-
ical and latent carcinoma increases with age. How-
ever, this cancer is rarely diagnosed in men under 40
years of age. The size or extent of a localized prostatic
tumor may be estimated by digital examination or by
various imaging techniques, such as ultrasound. Diag-
nosis of clinically suspicious areas of the prostate is
histologically confirmed by needle biopsy.

The grade of the prostatic cancer is also important
for prognosis. The histopathologic grading of these
tumors can be complex because of the morphologic
heterogeneity so often encountered in surgical speci-
mens. Either a histologic or a pattern type of grading
method can be used.

Regional Lymph Nodes. The regional lymph nodes are
the nodes of the true pelvis, which essentially are the

pelvic nodes below the bifurcation of the common iliac
arteries. They include the following groups:

Pelvic, NOS

Hypogastric

Obturator

Iliac (internal, external, NOS)

Periprostatic

Sacral (lateral, presacral, promontory [Gerota’s], or

NOS)

Distant Lymph Nodes. Distant lymph nodes lie outside
the confines of the true pelvis. They can be imaged using
ultrasound, computed tomography, magnetic resonance
imaging, or lymphangiography.

Aortic (para-aortic, lumbar)
Common iliac

Inguinal, deep

Superficial inguinal (femoral)
Supraclavicular

Cervical

Scalene

Retroperitoneal, NOS

The significance of regional lymph node metastasis,
pN, in staging prostate cancer lies in the number of
nodes involved with tumor and the size of the meta-
static foci present within the lymph nodes.

Metastatic Sites. Metastasis to bone is common with
primary carcinomas of the prostate. In addition, tumor
frequently spreads to distant lymph nodes. Lung
metastases are uncommon and may be lymphangitic in
pattern of spread. Liver metastases are usually seen late
in the course of the disease.

RULES FOR CLASSIFICATION

The TNM classification serves both clinical and patho-
logical staging.
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Clinical Staging. Primary tumor assessment includes
digital rectal examination of the prostate and histologic
or cytologic confirmation of prostatic carcinoma. Clini-
cal examination, acid phosphatase determination, PSA
serum level, and imaging techniques (including transrec-
tal ultrasound) are suggested. All information available
prior to first definitive treatment may be used for clinical
staging.

Pathologic Staging. Histologic examination of the
resected specimen is required. Total prostatoseminalvesi-
culectomy and pelvic lymph node dissection are required
for pathologic staging. In some cases, a pT classification
may be possible without prostatoseminalvesiculec-
tomy—for example, a positive biopsy from the rectum.
Tumor found in one or both lobes by needle biopsy, but
not palpable or visible by imaging, is classified as Tlc.
Laterality does not affect the N classification.

DEFINITION OF TNM
Primary Tamor (T)

TX  Primary tumor cannot be assessed
TO No evidence of primary tumor
T1 Clinically inapparent tumor not palpable or visi-
ble by imaging
Tla Tumor incidental histologic finding in 5%
or less of tissue resected
Tlb Tumor incidental histologic finding in
more than 5% of tissue resected
Tlc Tumor identified by needle biopsy (e.g.,
because of elevated PSA)
T2 Tumor confined within the prostate*
T2a Tumor involves half of a lobe or less
T2b Tumor involves more than half of a lobe,
but not both lobes
T2c¢ Tumor involves both lobes
T3 Tumor extends through the prostatic capsule**
T3a Unilateral extracapsular extension
T3b Bilateral extracapsular extension
-3¢ Tumor invades the seminal vesicle(s)
T4 Tumor is fixed or invades adjacent structures other
than the seminal vesicles
T4a Tumor invades any of: bladder neck,
external sphincter, or rectum
T4b Tumor invades levator muscles and/or is
fixed to the pelvic wall

*Note: Tumor found in one or both lobes by needle
biopsy, but not palpable or visible by imaging, is classified
as Tlc.

**Note: Invasion into the prostatic apex or into (but not
beyond) the prostatic capsule is not classified as T3, but
as T2.

MANUAL FOR STAGING OF CANCER

Regional Lymph Nodes (N)

NX Regional lymph nodes cannot be assessed

NO  No regional lymph node metastasis

N1 Metastasis in a single lymph node, 2 cm or less in
greatest dimension

N2 Metastasis in a single lymph node, more than 2 cm
but not more than 5 cm in greatest dimension;
or multiple lymph node metastases, none more
than 5 cm in greatest dimension

N3 Metastasis in a lymph node more than 5 cm in
greatest dimension

Distant Metastasis* (M)

MX  Presence of distant metastasis cannot be assessed
MO No distant metastasis
M1 Distant metastasis

Mla Nonregional lymph node(s)

MI1b Bone(s)

Mlc Othersite(s)

*Note: When more than one site of metastasis is present,
the most advanced category (pM1c) is used.

STAGE GROUPING

Stage0) Tla NO Mo Gl
Stage | Tla NO MD G2, 3-4

T1k NO MO Any G
Tle NO NAPSSATT(E
Tl NO M G
Stage Il T2 NO M G
Stape TII T3 NO i) Any (G

V. T4 NO MO AnyG
AnyT NI MO AnyG
Any T N2 MO AnyG

T N3 MO AnyG
‘T AnyN M1 AnyG

HISTOPATHOLOGIC TYPE

This classification applies to adenocarcinoma, but not to
sarcoma or transitional cell carcinoma of the prostate.

HISTOPATHOLOGIC GRADE (G)

GX  Grade cannot be assessed
Gl  Well differentiated (slight anaplasia)
G2 Moderately differentiated (moderate anaplasia)
G3-4  Poorly differentiated or undifferentiated (marked
anaplasia)
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Data Form for Cancer Staging

Patient identification

Name

Institution identification
Hospital or clinic

Address

Hospital or clinic number
Race

Address

Age

Oncology Record

Anatomic site of cancer
Histologic type
Grade (G)

Chronology of classification

[ ] Clinical (use all data prior to first trearment)

Date of classification

[ ] Pathologic (if definitively resected specimen available)

Clin

Path
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DEFINITIONS

Primary Tumor (T)
TX Primary tumor cannot be assessed

TO No evidence of primary tumor
T1 Clinically inapparent tumor not palpable or visible by imaging
Tla  Tumor incidental histologic finding in 5% or less of tissue resected )

TIb  Tumor incidental histologic finding in more than 5% of tissue resected
Tlc  Tumor identified by needle biopsy (e.g. because of elevated PSA)
T2 Palpable tumor confined within prostate*
T2a  Tumor involves half of a lobe or less
T2b  Tumor involves more than half of a lobe, but not both lobes
T2¢  Tumor involves both lobes
T3 Tumor extends through the prostatic capsule**
T3a  Unilateral extracapsular extension
T3b  Bilateral extracapsular extension
T3¢  Tumor invades seminal vesicle(s)
T4 Tumor is fixed or invades adjacent structures other than seminal vesicles
T4a  Tumor invades external sphincter and/for bladder neck and/or rectum
T4b  Tumor invades levator muscles and/or is fixed to pelvic wall

Lymph Node (N)

NX  Regional lymph nodes cannot be assessed

NO No regional lymph node metastasis

N1 Metastasis in a single lymph node, 2 cm or less in greatest dimension

N2 Metastasis in a single lymph node, more than 2 cm but not more than 5 cm in greatest dimension, or multiple lymph
nodes, none more than 5 cm in greatest dimension

N3 Metastasis in a lymph node more than 5 c¢m in greatest dimension

Distant Metastasis (M)***
MX  Presence of distant metastasis cannot be assessed
MO No distant metastasis
M1 Distant metastasis
Mla Non-regional lymph nodes
M1lb Bone
Mlc  Other sites

* Note: Tumor found in one or both lobes by needle biopsy, but not palpable or visible by imaging, is classified as T1lec.
** Note: Invasion into the prostatic apex or into {but not beyond) the prostatic capsule is not classified as T3, but as T2.
*** Note: When more than one site of metastasis is present, the most advanced category (pMlc) is used.

(continued on next page)
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__Clin_| Path | lllustrations
Stage Grouping
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Staged b M.D. N [
= Registrar N—r l\\/
Date

This diagram is for use with the prostate diagram. Sketch in extent of
Histopathologic Grade (G) tumor.

[ T GX Grade cannot be assessed
[ 1G1 Well differentiated {slight anaplasia)

[ ] G2 Moderately well differentiated (moderate anaplasia)
[ 1 G3-4 Poorly differentiated or undifferentiated (marked
anaplasia)

Histopathologic Type

Almost always adenocarcinoma of variable grades.

Indicate on diagram primary tumor and regional nodes involved.

186 American Joint Committee on Cancer—1992
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Testis

(C62.0 Undescended testis
C62.1 Descended testis
C62.9 Testis, NOS

Cancers of the testis are usually found in young adults.
Fortunately, they are relatively rare, accounting for less
than 1% of all malignancies in males. Cryptorchidism is
a predisposing condition. There are two main histologic
types: seminomas, which are most common, and terato-
mas. Most cases of testicular cancer, even when far
advanced, can be successfully treated. Circulating tumor
markers are found in the serum of patients with cancer of
the testis, which enables the clinician to document the
course of the disease. These markers are invaluable for
the management of testicular malignancies. Staging is
based on the extent of disease. '

ANATOMY

Primary Site. The testes are composed of convo-
luted seminiferous tubules with a stroma containing
functional endocrine interstitial cells. Both are
encased in a dense barrier capsule, the tunica albu-
ginea, with fibrous septa extending into and separat-
ing the testes into lobules. The tubules converge and
exit at the mediastinum of the testis into the rete
testis and efferent ducts, which join a single duct.
This duct—the epididymis—coils outside the upper
and lower pole of the testicle, then joins the vas def-
erens, a muscular conduit that accompanies the ves-
sels and lymphatic channels of the spermatic cord.
The major route for local extension of cancer is
through the lymphatic channels. The tumor emerges
from the mediastinum of the testis and courses
through the spermatic cord. Occasionally, the epi-
didymis is invaded early, and then the external iliac
nodes may become involved. If there has been previ-
ous scrotal or inguinal surgery with invasion of the
scrotal wall (though this is rare), then the lymphatic
spread may be to inguinal nodes.

Regional Lymph Nodes. The regional lymph nodes are:

Aortic

Paraaortic

External ileac

Paracaval

Intrapelvic

Inguinal (after scrotal or inguinal surgery)

Spread of the tumor into contralateral regional or first
station nodes of the area occurs in 20% of cases. When
there has been previous inguinal or scrotal surgery, in-
guinal nodes are also considered regional nodes. All
nodes outside the regional nodes are distant. As defined,
bulky disease has important prognostic significance.

The significance of regional lymph node metastasis in
staging testicular cancer lies in the number and size and
not in whether metastasis is unilateral or contralateral.

Metastatic Sites. Distant spread of testicular tumors
occurs most commonly to the nodes, followed by
metastasis to the lung, liver, viscera, and bones. As
defined, bulk of disease has important prognostic signifi-
cance. Serum markers (alphafetoprotein [AFP]) and the
beta-subunit of human chorionic gonadotropin (BHCG)
should be obtained prior to initial orchiectomy to estab-
lish whether the tumor marker is predictive. Markers are
helpful in the management of patients with disseminated
disease. Stage can be further subdivided by the presence
or absence of markers.

RULES FOR CLASSIFICATION

Clinical Staging. Clinical examination and radical
orchiectomy are required for clinical staging.

Pathologic Staging. Histologic evaluation of the radi-
cal orchiectomy specimen must be used for the pT clas-
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sification. The specimens from a defined node-bearing
area (e.g., retroperitoneal periaortic node dissection)
must be used for the pN classification. Histologic verifi-
cation is required. Laterality does not affect the N clas-
sification.

DEFINITION OF TNM
Primary Tumor (T)

The extent of primary tumor is classified after radical
orchiectomy.

pTX Primary tumor cannot be assessed (If no radical
orchiectomy has been performed, TX is used.)

pI0 No evidence of primary tumor (e.g., histologic
scar in testis)

pTlis Intratubular tumor: preinvasive cancer

pI'l Tumor limited to the testis, including the rete
testis

pI2 Tumor invades beyond the tunica albuginea or
into the epididymis

pT3 Tumor invades the spermatic cord

pT4 Tumor invades the scrotum

Regional Lymph Nodes (N)

NX Regional lymph nodes cannot be assessed

NO No regional lymph node metastasis

NI Metastasis in a single lymph node, 2 cm or less in
greatest dimension

N2 Metastasis in a single lymph node, more than 2 cm
but not more than 5 cm in greatest dimension;
or multiple lymph nodes, none more than 5 cm
in greatest dimension

N3 Metastasis in a lymph node more than 5 cm in
greatest dimension

Distant Metastasis (M)

MX Presence of distant metastasis cannot be assessed
MO No distant metastasis
M1 Distant metastasis

MANUAL FOR STAGING OF CANCER

STAGE GROUPING

Stage 0 plTis NO MO
Stage | Anypl NO MO
Stagell AnypT NI MO
Anypl N2 MO

AnypT N3 MO

ypl AnyN Ml

HISTOPATHOLOGIC TYPE

Cell types can be divided into seminomatous and non-
seminomatous tumors. The latter can be further divided
into teratoma, embryonal carcinoma, yolk sac tumor,
and choriocarcinoma. Mixtures of these types should be
noted. Lymphomas are excluded. Combinations of
embryonal carcinoma and teratoma can be designated as
teratocarcinoma.
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1. Hoskin P, Dilly S, Easton D, et al: Prognostic factors in
stage | nonseminomatous germ-cell testicular tumors
managed by orchiectomy and surveillance: Implications
for adjuvanchemotherapy. ] Clin Oncol 4:1031-1036,
1986

2. Javadpour N, Canning DA, O’Connell K]J, et al: Predic-
tors of recurrent clinical stage | nonseminomatous tes-
ticular cancer: A prospective clinicopathological study.
Urology 276:508-511, 1986

3. Mostofi FK, et al: Histological typing of testis tumors.
WHO International Classification of Tumors. Geneva,
WHO, 1977

4. Pike MC, Chilvers C, Peckham M]: Effect of age at
orchidopexy on risk of testicular cancer. Lancet 1:1246—
1248, 1986

5. Rowland RG, Weisman D, Williams SD, et al: Accuracy
of preoperative staging in stages A and B nonseminoma-
tous germ cell testis tumors. ] Urol 127:718-720, 1982

6. Williams SD, Einhorn LH: Clinical stage [ testis tumors:
The medical oncologist’s view. Cancer Treat Rep 66:15—
18, 1981



TESTIS

Data Form for Cancer Staging

Patient identification

Institution identification
Hospital or clinic

Address

Name

Address

Hospital or clinic number
Age Sex Race

Oncology Record

Anatomic site of cancer

Histologic type

Chronology of classification

Grade (G)

[ ] Clinical (use all data prior to first treatment)

Date of classification

[ 1 Pathologic (if definitively resected specimen available)

Clin path | DEFINITIONS
Primary Tumor (T)

b 1] [ ] pTX  Primary tumor cannot be assessed. (If no
radical orchiectomy has been
performed, TX is used)

(] | 1 pT0  No evidence of primary tumor (e.g.
histologic scar in testis)

[ ] [ ] pTis  Intratubular tumor: preinvasive cancer

[ ] [ ] pTl  Tumor limited to testis, including rete
testis

(| |1 pT2  Tumor invades beyond tunica albuginea
or into epididymis

[ ] [ 1] pI3  Tumor invades spermatic cord

[ ] [ ] pT4  Tumor invades scrotum

Lymph Node (N)

| 1] [ 1] NX Regional lymph nodes cannot be
assessed

[ ] | 1 NO No regional lymph node metastasis

[ ] [ 1] N1 Metastasis in a single lymph node, 2 cm
or less in greatest dimension

[ 1] [ ] N2 Metastasis in a single lymph node, more
than 2 c¢m but not more than 5 cm in
greatest dimension, or multiple lymph
nodes, none more than 5 cm in greatest
dimension

[ ] [ ] N3 Metastasis in a lymph node more than 5
cm in greatest dimension

Distant Metastasis (M)

[ ] ['q MX  Presence of distant metastasis cannot be
assessed

Iq [ 1] MO No distant metastasis

[ 1] [ 1] M1 Distant metastasis

Clin Path

Stage Grouping
| [ &l 0 pTis NO MO
| [l I Any pT NO MO

I [ 4 il AnypT MO
Anypl MO
AnypT MO

=) [Se] 111 Anypl | MI

Staged by M.D.
- Registrar
Date _

Histopathologic Type

Cell types can be divided into seminomatous and nonseminomatous
tumors. The latter can be further divided into teratoma, embryonal
carcinoma, yolk sac tumor, and choriocarcinoma. Mixtures of these types
should be noted. Lymphomas are excluded. Combinations of embryonal
carcinoma and teratoma can be designated as teratocarcinoma.

lllustrations

Lva

[ndicate on diagram primary tumor and regional nodes involved.

189 American Joint Committee on Cancer—1992






33

Penis

C60.0 Prepuce

C60.1 Glans penis

C60.2 Body of penis
C60.8 Overlapping lesion
C60.9 Penis, NOS

Cancers of the penis are rare in the United States, and
incidence varies in different countries of the world. Most
are squamous cell carcinomas arising in the skin or on
the glans penis. Prognosis is favorable, provided the
lymph nodes are not involved. Melanomas can also
occur. The staging classification, however, applies to car-
cinomas. (Melanomas are staged in Chapter 24.) Some
cancers of the penis may be described as verrucous.
These are included under this classification. An in situ
lesion is also included and by definition should be coded
as an n situ carcinoma of the penis.

ANATOMY

Primary Site. The penis is composed of three cylin-
drical masses of cavernous tissue bound by fibrous tis-
sue. Two masses are lateral, known as the corpora
cavernosa penis. The corpus spongiosum penis, a
median mass, contains the greater part of the urethra.
The penis is attached to the front and the sides of the
pubic arch. The skin covering the penis is thin and
loosely connected with the deeper parts of the organ.
This skin at the root of the penis is continuous with
that over the scrotum and perineum. Distally, the skin
folds upon itself to form the prepuce or foreskin. Cit-
cumcision has been associated with decreased inci-
dence of cancer of the penis.

Regional Lymph Nodes. The regional lymph nodes are:

Single superficial inguinal (femoral)

Multiple or bilateral superficial inguinal (femoral)
Deep inguinal: Rosenmuller’s or Cloquet’s node
External iliac

Internal iliac (hypogastric)

Pelvic nodes, NOS

Metastatic Sites. Lung, liver, or bone are most often
involved.

RULES FOR CLASSIFICATION

Clinical Staging. Clinical examination, endoscopy
(where possible), and histologic confirmation are
required. Imaging techniques are indicated for meta-
static disease detection.

Pathologic Staging. Complete resection of the primary
site with appropriate margins is required. Where regional
lymph node involvement is suspected, these should be
included.

DEFINITION OF TNM
Primary Tumor (T)

TX  Primary tumor cannot be assessed
TO No evidence of primary tumor
Tis Carcinoma in situ
Ta Noninvasive verrucous carcinoma
T1 Tumor invades subepithelial connective tissue
T2 Tumor invades the corpus spongiosum or cavern-
osum
T3 Tumor invades the urethra or prostate
T4 Tumor invades other adjacent structures

Regional Lymph Nodes (N)

NX Regional lymph nodes cannot be assessed

NO No regional lymph node metastasis

N1 Metastasis in a single superficial inguinal lymph
node




192

N2 Metastasis in multiple or bilateral superficial ingui-

nal lymph nodes

N3 Metastasis in deep inguinal or pelvic lymph
node(s), unilateral or bilateral

Distant Metastasis (M)

MX  Presence of distant metastasis cannot be assessed

MO No distant metastasis

M1 Distant metastasis

STAGE GROUPING

Stage 0
Stage |

Stage 1l

Stage [11

Stage [V

Tis NO
Ta NO
Tl NO
Tl N1
{2 NO
T2 N1
Tl N2
o2 N2
I3 NO
I3 N1
13 N2
T4 Any N
Any T N3
Any T AnyN

MO
MO
MO
MO
MO
MO
MO
MO
MO
MO
MO
MO
MO
Ml

MANUAL FOR STAGING OF CANCER

HISTOPATHOLOGIC TYPE

Cell types are limited to carcinomas.

HISTOPATHOLOGIC GRADE (G)

GX  Grade cannot be assessed
G1  Well differentiated
G2 Moderately differentiated
G3-4  Poorly differentiated or Undifferentiated

BIBLIOGRAPHY

1. Bassett JW: Carcinoma of the penis. Cancer 5:530-538,
1952

2. Colon JE: Carcinoma of the penis. ] Urol 67:702-708,
1952

3, Hanash KA, Furlow WL, Utz DC, et al: Carcinoma of
the penis: A clinicopathologic study. ] Urol 104:291—
297, 19170 ;

4. McDougal WS, Kirchner FK Jr, Edwards RH, et al:
Treatment of carcinoma of the penis: The case for pri-
mary lymphadenectomy. ] Urol 136:38—41, 1986



Data Form for Cancer Staging

Patient identification

PENIS

Name

Address

Hospital or clinic number
Age Sex Race

Oncology Record

Anatomic site of cancer

Histologic type

Grade (G)

Date of classification

Institution identification
Hospital or clinic

Address

Chronology of classification
[ 1 Clinical (use all data prior to first treatment)
[ 1 Pathologic (if definitively resected specimen available)

[~ Ciin Path
{1 [ 1
[] {1
[] [ ]
{1 []
f1 []
[ ] [1
(] []
[ 1] (]
[ ] L1
[ 1] [ ]
[1 (1
[ 1] [ 1]
[ [
[] [1
[ ] [ ]
(] [
Clin Path
[ ] [ 1]

DEFINITIONS

Primary Tumor (T)
TX  Primary tumor cannot be assessed

TO No evidence of primary tumor
Tis Carcinoma in situ
Ta Noninvasive verrucous carcinoma

T1i Tumor invades subepithelial connective
tissue

T2 Tumor invades corpus spongiosum or
cavernosum

T3 Tumor invades urethra or prostate

T4 Tumor invades other adjacent structures

Lymph Node (N)
NX  Regional lymph nodes cannot be

assessed
NO No regional lymph node metastasis
N1 Metastasis in a single, superficial
inguinal lymph node

N2 Metastasis in multiple or bilateral
superficial inguinal lymph nodes

N3 Metastasis in deep inguinal or pelvic
lymph node(s), unilateral or bilateral

Distant Metastasis

MX  Presence of distant metastasis cannot be
assessed

MO No distant metastasis

M1 Distant metastasis

Stage Grouping
Q Tis NQ MO
Ta NO MO
| Tl NO MO
1 Tl N1 MO
T2 NO MO
T2 Ni MO
I11 5| N2 MO
T2 N2 MO
T3 NO MO
T3 NI MO
T3 N2 MO0
N Any N MO
[ N3 MO
Any N M1

Histopathologic Grade (G)

[ 1 GX Grade cannot be assessed
[ 1G1 Well differentiated
[ 1G2 Moderately differentiated

[ 1 G3-4 Poorly differentiated or undifferentiated

Histopathologic Type

Cell types are limited to carcinomas.

Staged by

Date -
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Urinary Bladder

C67.0 Trigone
C67.1 Dome

C67.2 Lateral wall

C67.3 Anterior wall
C67.4 Posterior wall
C67.5 Bladder neck
C67.6 Ureteric orifice
C61.7 Urachus

C67.8 Overlapping lesion
C67.9 Bladder, NOS

Bladder cancer can present as a low grade papillary
lesion, as an indolent in situ lesion, which can occupy
large areas of the mucosal surface, or as an infiltrative
cancer that rapidly extends through the bladder wall.
The papillary and in situ lesions may be associated with a
malignant course, with sudden invasion of the bladder
wall. Predisposing factors include exposure to certain
chemicals used in the dye industry, and smoking. Bladder
cancer is more common in men. Hematuria is the most
common presenting sign.

ANATOMY

Primary Site. The urinary bladder consists of three
layers: the epithelium and the subepithelial connec-
tive tissue, the muscularis, and the perivesical fat
(peritoneum covering the superior surface and upper
part). In the male, the bladder adjoins the rectum and
seminal vesicle posteriorly, the prostate inferiorly, and
the pubis and peritoneum anteriorly. In the female,
the vagina is located posteriorly and the uterus superi-
orly. The bladder is located extraperitoneally.

Regional Lymph Nodes. The regional lymph nodes are
the nodes of the true pelvis, which essentially are the
pelvic nodes below the bifurcation of the common iliac
arteries.

The significance of regional lymph node metastasis in
staging bladder cancer lies in the number and size and
not in whether metastasis is unilateral or contralateral.

Regional nodes include:

Hypogastric

Obturator

lliac (internal, external, NOS)

Perivesical

Pelvic, NOS

Sacral (lateral, sacral promontory [Gerota’s])
Presacral

The common iliac nodes are considered sites of distant
metastasis and should be coded as M1.

Metastatic Sites. Distant spread to lymph nodes, lung,
bone, and liver is most common.

RULES FOR CLASSIFICATION

Clinical Staging. Primary tumor assessment includes
bimanual examination under anesthesia before and
after endoscopic surgery (biopsy or transurethral
resection) or histologic verification of the presence or
absence of tumor when indicated. Add “m” for multi-
ple tumors. Add “is” to any T to indicate associated
carcinoma in situ. Appropriate imaging techniques for
lymph node evaluation should be used. When indi-
cated, evaluation for distant metastases includes imag-
ing of the chest, biochemical studies, and isotopic
studies to detect common metastatic sites. Computed
tomography or other modalities may subsequently be
used to supply information concerning minimal require-
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ments for staging. The primary tumor biopsy may be
superficial or invasive and can be partially or totally
resected with sufficient tissue from the tumor base for
full evaluation of depth of tumor invasion. Visually
adjacent cystoscopically normal mucosa should be con-
sidered for biopsy; urinary cytology and pyelography are
important.

Pathologic Staging. Microscopic examination and con-
firmation of extent js required. Total cystectomy and
lymph node dissection generally are required for this stag-
ing. Laterality does not affect the N classification.

DEFINITION OF TNM
Primary Tumor (T)

TX Primary tumor cannot be assessed
TO No evidence of primary tumor
Ta Noninvasive papillary carcinoma
Tis Carcinoma in situ: “flat tumor”
T1 Tumor invades subepithelial connective tissue
T2 Tumor invades superficial muscle (inner half)
T3 Tumor invades deep muscle or perivesical fat
T3a Tumor invades deep muscle (outer half)
T3b Tumor invades perivesical fat
i. microscopically
ii. macroscopically (extravesical mass)
T4 Tumor invades any of the following: prostate,
uterus, vagina, pelvic wall, or abdominal wall
T4a Tumor invades the prostate, uterus, or vagina
T4b Tumor invades the pelvic wall or abdominal
wall

Regional Lymph Nodes (N)

Regional lymph nodes are those within the true pelvis;
all others are distant nodes.

NX Regional lymph nodes cannot be assessed

NO No regional lymph node metastasis

N1 Metastasis in a single lymph node, 2 cm or less in
greatest dimension

N2 Metastasis in a single lymph node, more than 2 cm
but not more than 5 cm in greatest dimension;
or multiple lymph nodes, none more than 5 cm
in greatest dimension

N3 Metastasis in a lymph node more than 5 cm in
greatest dimension

Distant Metastasis (M)

MX Presence of distant metastasis cannot be assessed
MO No distant metastasis
M1 Distant metastasis

MANUAL FOR STAGING OF CANCER

STAGE GROUPING

Ja. Ta NO MO
Jis  Tis NO MO
T1 NO MO

I 10 NO MO
T3a NO MO

Stage III' T3b NO MO
T4a NO MO

Stage [V T4b NO MO
A= T N1 MO

¢ N2 MO

7T N3 MO

aAny I' Any N Ml

HISTOPATHOLOGIC TYPE
The histologic types are:

Transitional cell carcinoma (urothelial)
In situ
Papillary
Flat
With squamous metaplasia
With glandular metaplasia
With squamous and glandular metaplasia
Squamous cell carcinoma
Adenocarcinoma
Undifferentiated carcinoma

The predominant cancer is a transitional cell cancer.

HISTOPATHOLOGIC GRADE (G)

GX  Grade cannot be assessed
Gl Well differentiated
G2  Moderately differentiated
G3-4  Poorly differentiated or undifferentiated

BIBLIOGRAPHY
1. deVere White RW, Olsson CA, Deitch AD: Flow

cytometry: Role in monitoring transitional cell carci-
noma of bladder. Urology 28:15-20, 1986

2. Jewett HJ, Strong GH: Infiltrating carcinoma of the
bladder: Relation of depth of penetration of the bladder
wall to incidence of local extension and metastasis. ]
Urol 55:366-372, 1946

3. Kern WH: The grade and pathologic stage of bladder
cancer. Cancer 53:1185-1189, 1984
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4. Mostofi FK: Pathological aspects and spread of carci- 6. Smith JA Jr, Whitmore WF Jr: Regional lymph node
noma of bladder. JAMA 206:1764-1769, 1968 metastasis from bladder cancer. ] Urol 126:591-593,
5. Mostoft FK, et al: Histological typing of urinary bladder 1981
tumors. WHOQO International Histological Classification 7. Whitmore WF jr: Management of bladder cancer. Curr
of Tumors. Geneva, WHO, 1973. Probl Cancer 4:3-48, 1979







URINARY BLADDER

Data Form for Cancer Staging

Patient identification Institution identification
Name Hospital or clinic
Address __ Address

Hospital or clinic number

Age Sex Race

Oncology Record

Anatomic site of cancer

Histologic type Chronology of classification
Grade (G) [ 1 Clinical (use all data prior to first treatment)
Date of classification [ ] Pathologic (if definitively resected specimen available)

[ cin_ | pain | DEFINITIONS

Primary Tumor (T)
| ] [ 1 b4 Primary tumor cannot be assessed
[ ] [ ] TO No evidence of primary tumor
[ ] [ ] Ta Non invasive papillary carcinoma
[ ] [ 1] Tis Carcinoma in situ: “flat tumor”
[ ] [ ] T1 Tumor invades subepithelial connective tissue
| 1] [ T2 Tumor invades superficial muscle (inner half)
(| (| T3 Tumor invades deep muscle or perivesical fat
[ . s T3a  Tumor invades deep muscle (outer half}
- T3b  Tumor invades perivesical fat
L t 1\ i. microscopically
ii. macroscopically (extravesical mass)
[ 1 [ T4 Tumor invades prostate, uterus, vagina, pelvic wall or abdominal wall
1' ~J j_\ T T4a  Tumor invades prostate, uterus, vagina
[ = 7 5 T4b  Tumor invades pelvic wall or abdominal wall
” ~ | Lymph Node (N)
[ [ ] NX Regional lymph nodes cannot be assessed
i [ ] NO No regional lymph node metastasis
[ ] '] Nt Metastasis in a single lymph node, 2 cm or less in greatest dimension
| [ [ N2 Metastasis in a single lymph node, more than 2 cm but not more than 5 ¢m in greatest dimension, or multiple lymph nodes,
' none more than 5 cm in greatest dimension
| B4 N3 Metastasis in a lymph node more than 5 cm in greatest dimension
Distant Metastasis (M)
Il 1} il 1 MX  Presence of distant metastasis cannot be assessed
£l [ ] MO  No distant metastasis
{1 [ 1 M1 Distant metastasis
Clin Path
Stage Grouping
[ ] | Oa Ta NO MO
[ 1] £l Ois Tis NO MO
18] [ ] I T1 NO MO
E il | ] 11 T2 NO MO
T3a NO MO
[et] [4E] 111 T3b NO MO
T4a NO MO
|l ! IV T NO MO
NI MO
N2 MO
N3 MO Staged by M.D.
Any 1 Any N M1 Registrar

Date

(continued on next page)
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URINARY BLADDER (continued)

Histopathologic Grade (G)

[ 1 GX Grade cannot be assessed

[ 1G1 Well differentiated

[ 1G2 Moderately differentiated

[ ] G3-4 Poorly differentiated or undifferentiated

Histopathologic Type
The histologic types are:

Transitional cell carcinoma (urothelial)
Insitu
Papillary
Flat
With squamous metaplasia
With glandular metaplasia
With squamous and glandular metaplasia
Squamous cell carcinoma
Adenocarcinoma
Undifferentiated carcinoma

The predominant cancer is a transitional cell cancer.

Male

P Potreras wall
AW Pight wakl
LW Lty well
AL Flight sretersl arfice
LU Left urererad orifics

lllustrations

RIGHT

Female

MIGHT

POSTERIOR

POSTERIOR

PW  Postarior wall
AW Right walt
LW Leftwall
AU Right ureteral orifior
LU Left ureteral orifice

ANTERIOR

LR

AW Anterios wall

TR Trigone

O Dome

N Nk

PU Prosusie e
PE Prodtatic wbiance

ANTERIOR

JRthdl:]

AW Anterion wadl
TR Trigane

U Deme

N Kack

u Urethia

Indicate on diagrams primary tumor and regional nodes involved.
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Kidney

C64.9 Kidney, NOS

Cancers of the kidney are relatively rare, accounting for
less than 3% of all malignancies. Nearly all malignant
tumors are carcinomas arising from the renal tubular epi-
thelium or, less frequently, from the renal pelvis (see
chapter 36). These tumors are more common in males.
Pain and hematuria are the common presenting features.
Renal carcinomas may be associated with erythrocytosis,
secondary to release of erythropoietin from the tumor
cells. These carcinomas have a tendency to extend along
the renal vein and even into the vena cava. Rarely, they
also may regress spontaneously. Staging depends on the
size of the primary tumor, invasion of the adjacent struc-
tures, and vascular extension.

ANATOMY

Primary Site. Encased by a fibrous capsule and sur-
rounded by perirenal fat, the kidney consists of the
cortex (glomeruli, convoluted tubules) and the
medulla (Henle’s loops, pyramids of converging
tubules). Each papilla opens into the minor calices;
these in turn unite in the major calices and drain into
the renal pelvis. At the hilus are the pelvis, ureter,
and renal artery and vein. Gerota’s fascia overlies the
psoas and quadrants lumborum.

Regional Lymph Nodes. The regional lymph nodes
include:

Renal hilar

Paracaval
Aortic (para-aortic, periaortic, lateral aortic)
Retroperitoneal, NOS

Metastatic  Sites. Common metastatic sites include
bone, liver, lung, brain, and distant nodes.

RULES FOR CLASSIFICATION

The classification applies only to the renal-cell carcino-
mas. Adenoma is excluded. There should be histologic
confirmation of the disease. Refer to Histopathologic Type.

Clinical Staging. Clinical examination, urography, and
appropriate imaging techniques are required for assess-
ment of the primary tumor and its extensions, both local
and distant. Evaluation for distant metastases should be
done by laboratory biochemical studies, chest x-rays, and
isotopic studies. Clinical staging may also include lapa-
rotomy and biopsy of distant sites.

Pathologic Staging. Histologic examination and confir-
mation of extent is required. Resection of the primary
tumor, kidney, Gerota’s fascia, perinephric fat, renal vein,
and appropriate lymph nodes is required. Laterality does
not affect the N classification.

DEFINITION OF TNM
Primary Tumor (T)

TX  Primary tumor cannot be assessed
TO No evidence of primary tumor
T1 Tumor 2.5 cm or less in greatest dimension limited
to the kidney
T2 Tumor more than 2.5 cm in greatest dimension
limited to the kidney
T3 Tumor extends into major veins or invades the
adrenal gland or perinephric tissues but not
beyond Gerota’s fascia
T3a Tumor invades the adrenal gland or peri-
nephric tissues but not beyond Gerota’s
fascia
T3b Tumor grossly extends into the renal vein(s)
or vena cava below the diaphragm
T3c Tumor grossly extends into the vena cava
above the diaphragm
T4 Tumor invades beyond Gerota’s fascia

Regional Lymph Nodes (N)*

NX Regional lymph nodes cannot be assessed
NO No regional lymph node metastasis
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NI Metastasis in a single lymph node, 2 cm or less in
greatest dimension

N2 Metastasis in a single lymph node, more than 2 cm
but not more than 5 cm in greatest dimension;
or multiple lymph nodes, none more than 5 cm
in greatest dimension

N3 Metastasis in a lymph node more than 5 cm in
greatest dimension

* Note: Laterality does not affect the N classification.

Distant Metastasis (M)

MX  Presence of distant metastasis cannot be assessed
MO0 No distant metastasis
M1 Distant metastasis

STAGE GROUPING

Stage | i NO MO
Stagell T2 NO MO
Stage III  T1 N1 MO
1 N1 MO
T3a NO MO
T3a NI MO
T3b NO MO
T3b NI MO
T3e NO MO
T3c N1 MO

eIV T4 AnyN MO
Any T N2 MO
Any T N3 MO
Any T AnyN M1

HISTOPATHOLOGIC TYPE
The histopathologic types are:

Renal cell carcinoma
Adenocarcinoma

Renal papillary adenocarcinoma
Tubular carcinoma

Granular cell carcinoma

Clear cell carcinoma (hypernephroma)

The predominant cancer is adenocarcinoma; sub-
types are clear-cell and granular-cell carcinoma. A grad-

MANUAL FOR STAGING OF CANCER

ing system as provided below is recommended when
feasible. The staging system does not apply to sarcomas
of the kidney; a separate classification is published for
nephroblastomas.

HISTOPATHOLOGIC GRADE (G)

GX  Grade cannot be assessed
Gl Well differentiated
G2  Moderately differentiated
G3-4  Poorly differentiated of undifferentiated

BIBLIOGRAPHY

1. Angervall L, Carlstrom E, Wahlquist L, et al: Effects of
clinical and morphological variables on spread of renal
carcinoma in an operative series. Scand ] Urol Nephrol
3:134-140, 1969

2. Bennington JL, Beckwith JB: Tumors of the kidney,
renal pelvis, and ureter. Atlas of Tumor Pathology, Sec-
ond Series, Fascicle 12. Washington DC, Armed
Forces Institute of Pathology, 1975

3. Holland JM: Cancer of the kidney—Natural history
and staging. Cancer 32:1030-1042, 1973

4. Hermanek P and Schrott KM: Evaluation of the new
tumor, nodes, and metastases classification of renal cell
carcinoma. J of Urology 144:238-242, 1990.

5. Hulten L, Rosencrantz M, Seeman T, et al: Occurrence
and localization of lymph node metastases in renal car-
cinoma: Lymphographic and histopathologic investiga-
tion in connection with nephrectomy. Scand ] Urol
Nephrol 3:129-133, 1966

6. Katz SA, Davis JE: Renal adenocarcinoma: Prognostics
and treatment reflected by survival. Urology 10:10-11,
1977

7. McDonald JR, Priestley JT: Malignant tumors of the
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thrombosis of the renal vein. Surg Gynecol Obstet
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WHO International Histological Classification of
Tumors. Geneva, WHO, 1981
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of magnetic resonance on staging of renal carcinoma.
Urology 27:564-568, 1986
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parison of computer tomography and angiography in
the evaluation of renal carcinoma. Radiology 137:417-
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Data Form for Cancer Staging

Patient identification
Name

Institution identification
Hospital or clinic

Address

Address

Hospital or clinic number

Age Sex Race

Oncology Record

Anatomic site of cancer

Histologic type

Chronology of classification

Grade (G)

[ 1 Clinical (use all data prior to first treatment)

Date of classification

[ 1 Pathologic (if definitively resected specimen available)

ciin | path | DEFINITIONS
|
| Primary Tumor (T)
{i I | X Primary tumor cannot be assessed
[ 1] [ ] TO No evidence of primary tumor
T [ 1 Tl Tumor 2.5 cm or less in greatest dimension limited to the kidney
[ 1] [ 1] T2 Tumor more than 2.5 cm in greatest dimension limited to the kidney
U | [ ] T3 Tumor extends into major veins or invades adrenal gland or perinephuric tissues but not beyond Gerota’s fascia
[ ] [ 1] T3a Tumor invades adrenal gland or perinephric tissues but not beyond Gerota’s fascia
[ [ ] T3k Tumor grossly extends into renal vein(s) or vena cava below diaphragm
[ | [ 1] Tic Tumor grossly extends into vena cava above diaphragm
[ ] [ ] T4 Tumor invades beyond Gerota’s fascia
Lymph Node (N)
[ ] 1 NX Regional lymph nodes cannot be assessed
[ ] [ ] NO No regional lymph node metastasis
[ [ 1 N1 Metastasis in a single lymph node, 2 cm or less in greatest dimension
[ [ ] N2 Metastasis in a single lymph node, more than 2 cm but not more than 5 cm in greatest dimension, or multiple lymph
nodes, none more than 5 cm in greatest dimension
[ ] [ ] N3 Metastasis in a lymph node more than 5 cm in greatest dimension
Distant Metastasis (M)
[ ] [ 1 MX Presence of distant metastasis cannot be assessed
[ ] [ ] MO No distant metastasis
| 1] [ ] M1 Distant metastasis
Clin Path
Stage Grouping
B [ ] 1 Tl NO MO
[ ] Bl BT NO MO
[ Il Il T NI MO
12 N1 MO
T3a NO MO
T3a N1 MO
T3h NO MO
T3b N1 MO
T3¢ NO MO
Tic NI MO
| ] [ 1 1V T4 Any N MO
Aoy T N2 MO
AnyT N3 MO
Any T Any N M1
Staged by M.D.
Registrar
Date
(continued on next page)
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KIDNEY (continued)

Histopathologic Grade (G)

[ 1 GX Grade cannot be assessed

[ 1G1 Well differentiated

[ 1 G2 Moderately differentiated

[ ] G3-4 Poorly differentiated or undifferentiated

Histopathologic Type
The histopathologic types are:

Renal cell carcinoma

Adenocarcinoma

Renal papillary adenocarcinoma
Tubular carcinoma

Granular cell carcinoma

Clear cell carcinoma—Hypernephroma

The predominant cancer is adenocarcinoma; subtypes are clear-cell
and granular-cell carcinoma. A grading system is recommended when
feasible. The staging system does not apply to sarcomas of the kidney. A
separate classification is published for nephroblastomas.

Hlustrations

/|

This drawing is to be used with the checklist. Sketch in the urographic,
angiographic, ultrasound, or CT extent of tumor.

/

This drawing is to be used with the checklist and the upper drawing.
Sketch in the pathologic extent of tumor.

American Joint Committee on Cancer—1992
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Renal Pelvis and Ureter

C65.9 Renal pelvis
C66.9 Ureter

Tumors of the renal pelvis and ureter are not common.
Tumors of the renal pelvis comprise only 5% to 10% of
all renal cancers. Most cases are found in adults. Com-
monly, malignant tumors in the renal pelvis or ureter are
multiple and associated with cancers located in other
parts of the urinary tract. For instance, carcinomas of the
ureter are often associated with tumors in the urinary
bladder. Most tumors are transitional cell carcinomas,
although other types can occur. Tumors in the renal pel-
vis may be associated with calculi. Staging depends on
the extent of disease. T3 differs between the renal pelvis
and the ureter, but all other definitions are the same.

ANATOMY

Primary Site. The renal pelvis and ureter form a sin-
gle unit that cephalad is continuous with the collect-
ing ducts of the renal pyrimides and comprises the
minor and major calyces, which are continuous with
the renal pelvis. The ureteropelvic junction is vari-
able in position and location, but serves as a “land-
mark” that separates the renal pelvis and the ureter,
which continues caudad and traverses the wall of the
urinary bladder as the intramural ureter opening on
the trigone of the bladder at the ureteral orifice. The
renal pelvis and ureter are composed of the following
layers: epithelium, subepithelial connective tissue,
and muscularis, which is continuous with a connec-
tive tissue adventitial layer. It is in this outer layer
that the major blood supply and lymphatics are found.
The intrarenal portion of the renal pelvis is surrounded
by renal parenchyma; the extrarenal pelvis, by perihilar
fat. The ureter courses through the retroperitoneum adja-
cent to the parietal peritoneum and rests on the retroperi-
toneal musculature above the pelvic vessels. As it crosses
the vessels and enters the deep pelvis, the ureter is sur-
rounded by pelvic fat until it traverses the bladder wall.

Regional Lymph Nodes. The regional lymph nodes
include:

Renal pelvis:
Renal hilar
Paracaval
Aortic
Retroperitoneal, NOS

Ureter:
Renal hilar
[liac (common, internal hypogastric, external)
Paracaval
Periureteral

Pelvic, NOS

The significance of regional lymph node metastasis in
staging renal cancer lies in the number and size and not
in whether metastasis is unilateral or contralateral.

Metastatic Sites. Distant spread to lung, bone, and liver
is most common.

RULES FOR CLASSIFICATION

Clinical Staging. Primary tumor assessment includes
radiographic imaging, endoscopic evaluation, and ure-
teroscopy when applicable. Material in cytoscopic
study should be obtained. The possible concurrent
presence of bladder tumors is not a prognostic factor
in this staging system. These tumors should be staged
separately. Evaluation of distant metastatic sites
includes radiographic, radioisotopic, and appropriate
blood studies.

Pathologic Staging. Histologic confirmation of extent
of disease is required. Resection of primary tumor, kid-
ney, ureter, appropriate regional lymph nodes, and blad-
der cuff is usually required. Special circumstances may
limit the magnitude of resection, but, at a minimum, the
tumor with appropriate margins and regional lymph
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nodes must be available for pathologic evaluation. Later-
ality does not affect N classification.

DEFINITION OF TNM
Primary Tumor (T)

TX  Primary tumor cannot be assessed

TO No evidence of primary tumor

Ta Papillary noninvasive carcinoma

Tis Carcinoma in situ

T1 Tumor invades subepithelial connective tissue

T2 Tumor invades the muscularis

T3  (For renal pelvis only) Tumor invades beyond the
muscularis into peripelvic fat or the renal paren-
chyma

T3 (For ureter only) Tumor invades beyond the mus-
cularis into periureteric fat

T4 Tumor invades adjacent organs, or through the
kidney into the parinephric fat.

Regional Lymph Nodes (N)*

NX Regional lymph nodes cannot be assessed

NO  No regional lymph node metastasis

N1 Metastasis in a single lymph node, 2 cm or less in
greatest dimension

N2 Metastasis in a single lymph node, more than 2 cm
but not more than 5 cm in greatest dimension;
or multiple lymph nodes, none more than 5 cm
in greatest dimension

N3 Metastasis in a lymph node more than 5 cm in
greatest dimension

* Note: Laterality does not affect N classification.

Distant Metastasis (M)

MX  Presence of distant metastasis cannot be assessed
MO No distant metastasis
M1 Distant metastasis

AGE GROUPING

geQa Ta NO MO
Stage Ois  Tis NO MO
Stage | Tl NO MO
Stage [I T2 NO MO
Stage Il T3 NO MO
Stage [V T4 NO MO
AnyT NI MO

Any T N2 MO

AnyT N3 MO

AnyT AnyN Ml

MANUAL FOR STAGING OF CANCER

HISTOPATHOLOGIC TYPE
The histologic types are:

Transitional cell carcinoma
Papillary carcinoma
Squamous cell carcinoma
Epidermoid carcinoma
Adenocarcinoma
Urothelial carcinoma

HISTOPATHOLOGIC GRADE

GX  Grade cannot be assessed
Gl  Well differentiated
G2 Moderately differentiated
G3-4  Poorly differentiated or undifferentiated

BIBLIOGRAPHY
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carcinoma of the ureter: A prognostic study. Cancer
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2. Bloom NA, Vidone RA, Lytton B: Primary carcinoma of
the ureter. A report of 102 new cases. ] Urol 103:590-
598, 1970

3. Claymen RV, Williams RD, Fraley EE: The pursuit of
the renal mass. N Engl ] Med 300:72-74, 1979

4. Johansson S, Angervall L, Bengtsson U, et al: A clinico-
pathologic and prognostic study of epithelial tumors of
the renal pelvis. Cancer 37:1376-1383, 1976

5. Wagle DG, Moore RH, Murphy GP: Primary carcinoma
of the renal pelvis. Cancer 33:1642-1648, 1974

6. Kidney Cancer, Results in Treating Cancer. Report No.
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nois Division, 1989

7. Huben RP, Mounzer AM, Murphy GP: Tumor grade and
stage as prognostic variables in upper tract urothelial

tumors. Cancer 62:2016-2020, 1988



RENAL PELVIS AND URETER

Data Form for Cancer Staging

Patient identification

Name

Address

Hospital or clinic number
Age Sex Race

Oncology Record

Anatomic site of cancer

Histologic type

Grade (G)

Date of classification

Institution identification
Hospital or clinic -

Address

Chronology of classification
[ ] Clinical (use all data prior to first treatment)
[ 1 Pathologic (if definitively resected specimen available)

Ciin rath | DEFINITIONS
Primary Tumor (T)
[ ] [ 1] TX Primary tumor cannot be assessed
[ ] [ 1 TO No evidence of primary tumor
[ ] [ 1] Ta Papillary noninvasive carcinoma
[ ] [ 1] Tis Carcinoma in situ
[ 1] [ ] T1 Tumor invades subepithelial connective
tissue o
[] [ 1] T2 Tumor invades muscularis ZBeruseter

) = ;
[ 1] [ ] T3 ﬁ%rfv:ge;@eﬂor% ,rgllislc:nlla 1>s into
peripelvic fat or renal parenchyma (Fer—
careteronly)- Y (- yrpder anl'g)

[ ] [ 1] T3 Y Tumor invades beyond muscularis int

peripelvic fat

Tumor invades adjacent organs or

through the kidney into parinephric fat

Lymph Node (N)

[1 (1 | T4

[ 1] [ ] NX Regional lymph nodes cannot be
assessed

[ ] [ 1 NO No regional lymph node metastasis

[1 | [1 N1 Metastasis in a single lymph node, 2 cm

or less in greatest dimension

Metastasis in a single lymph node, more
than 2 cm but not more than 5 cm in
greatest dimension, or multiple lymph
nodes, none more than 5 cm in greatest
dimension

Metastasis in a lymph node more than 5
cm in greatest dimension

Distant Metastasis (M)
[: FY MX  Presence of distant metastasis cannot be
assessed

[ (1 | N2

[] (] | N3

[ EY MO  No distant metastasis
[ ] [ ] Ml Distant metastasis
Clin Path
Staae Grouping
] [ 1 | Oa NO MO
| a0l Ois NO MO
J [ ] I NO MO
1 l 1 11 L& NO MO
| [ ] 111 T3 NO MO
| [u] 1V T4 NO MO
Any T NI MO
Any 1 NZ MO
AnyT N3 MO
Any T Any N M1

Histopathologic Grade (G)

[ 1 GX Grade cannot be assessed

[ 1G1 Well differentiated

[ 1G2 Moderately differentiated

[ ] G3-4 Poorly differentiated or undifferentiated

Histopathologic Type
The histopathologic types are:

Transitional cell carcinoma
Papillary carcinoma
Squamous cell carcinoma
Epidermoid carcinoma
Adenocarcinoma
Urothelial carcinoma

Staged by M.D.
Registrar

Date
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Urethra

C68.0 Urethra

C68.1 Paraurethral gland
C68.8 Overlapping lesion
C68.9 Urinary system, NOS

In both sexes, cancers of the urethra are exceedingly
rare. Most carcinomas of the female urethra occur at the
junction of the transitional and stratified squamous epi-
thelium at the meatus. In males, the cancer may be asso-
ciated with a venereal disease, such as gonorrhea; the
most common location is the bulbomembranous por-
tion. In females and males, most tumors are squamous
cell carcinomas. In males, transitional cell carcinomas
are found in the prostatic portion. Staging depends on
the depth of penetration and local extension.

ANATOMY

Primary Site. In the male, the urethra is divided into
anterior, penile (pendulous), and posterior (bul-
bomembranous and prostate). The urethra consists of
mucosa, submucosal stroma, and the surrounding cot-
pus spongiosum. Histologically, the meatal and
parameatal urethra are lined with squamous epithe-
lium; the penile and bulbomembranous urethra, with
pseudostratified or stratified columnar epithelium; and
the prostatic urethra, with transitional cell epithe-
lium. The corpora cavernosum is contiguous to the
bulbous and penile urethra.

The female urethra is divided into proximal and distal
sections. The epithelium is supported on subepithelial
connective tissue. The periurethral glands of Skene are
concentrated near the meatus but extend along the entire
urethra. The urethra is surrounded by a longitudinal layer
of smooth muscle continuous with the bladder. The distal
third of the urethra is contiguous to the vaginal wall. The
distal two-thirds of the urethra is lined with squamous
epithelium; the proximal one third, with transitional
epithelium. The periurethral glands are lined with pseudo-
stratified and stratified columnar epithelium.

Regional Lymph Nodes. The regional lymph nodes
include:

[liac (common, internal [hypogastric] obturator, external)
Inguinal (superficial or deep)

Presacral

Sacral, NOS

Pelvic, NOS

The significance of regional lymph node metastasis in
staging urethral cancer lies in the number and size and
not in whether metastasis is unilateral or bilateral.

Metastatic Sites. Distant spread to lung, liver, and bone
is most common.

RULES FOR CLASSIFICATION

Clinical Staging. Radiographic imaging, cystoure-
throscopy, palpation, and biopsy or cytology of the
tumor prior to definitive treatment are desirable. The
site of origin should be confirmed to exclude meta-
static disease.

Pathologic Staging. Histologic examination and confir-
mation of extent and location of disease are required.
The extent of resection, including removal of regional
lymph nodes, will depend on tumor location, depth of
penetration, and sex of patient. Laterality does not affect
the N classification.

DEFINITION OF TNM
Primary Tumor (T) (male and female)

TX  Primary tumor cannot be assessed
TO No evidence of primary tumor
Ta Noninvasive papillary, polypoid, or verrucous car-
cinoma
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Tis  Carcinoma in situ

T1 Tumor invades subepithelial connective tissue

T2 Tumor invades the corpus spongiosum or the pros-
tate, or the periurethral muscle

T3 Tumor invades the corpus cavernosum or beyond
the prostatic capsule, or the anterior vagina or
bladder neck

T4 Tumor invades other adjacent organs

Regional Lymph Nodes (N)

NX Regional lymph nodes cannot be assessed

NO No regional lymph node metastasis

N1 Metastasis in a single lymph node, 2 cm or less in
greatest dimension

N2 Metastasis in a single lymph node, more than 2 cm
but not more than 5 cm in greatest dimension;
or multiple lymph nodes, none more than 5 cm
in greatest dimension

N3 Metastasis in a lymph node more than 5 cm in
greatest dimension

Distant Metastasis (M)

MX Presence of distant metastasis cannot be assessed
MO No distant metastasis
M1 Distant metastasis

STAGE GROUPING
Seaoa Na Ta NTOY MO
Tis MO
I MO
g 2 MO
Stage [1I. Tl N1 MO
T2 N1 MO
T3 NO MO
T3 N1 MO
Stage [V T4 NO MO
T4 N1 MO
AnyT N2 MQ
AnyT N3 MO

AnyT AnyN Ml

MANUAL FOR STAGING OF CANCER

HISTOPATHOLOGIC TYPE

Cell types can be divided into transitional, squamous,
and glandular.

HISTOPATHOLOGIC GRADE (G)

GX  Grade cannot be assessed
Gl Well differentiated
G2 Moderately differentiated
G3-4  Poorly differentiated or undifferentiated

BIBLIOGRAPHY

1. Levine RL: Urethral cancer. Cancer 45:1965-1972,
1980

2. Rogers RE, Burns B: Carcinoma of the female urethra.
Obstet Gynecol 33:54-57, 1969

3. Vernon HK, Wilkins RD: Primary carcinoma of the
male urethra. Br ] Urol 21:232-235, 1950
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Data Form for Cancer Staging

Patient identification

Name

Address

Hospital or clinic number
Age Sex Race

Oncology Record

Anatomic site of cancer

Histologic type

Grade (G)

Date of classification

Institution identification
Hospital or clinic

Address .

Chronology of classification
[ 1 Clinical (use all data prior to first treatment)
[ 1 Pathologic (if definitively resected specimen available)

Clin Path DEFINITIONS
Primary Tumor (T)

[ ] [ ] TX Primary tumor cannot be assessed

1] [ ] TO No evidence of primary tumor

t1 1 11 Ta Noninvasive papillary, polypoid, or
Verrucous carcinoma

[ ] [ 1 Tis Carcinoma in situ

[ 1 [ 1 T1 Tumor invades subepithelial connective
tissue

[ 1] [ ] T2 Tumor invades corpus spongiosum or
prostate or periurethral muscle

[ ] [ ] T3 Tumor invades corpus cavernosum or

(1] 1 | T4

[] [ 1 |NX
[] ['] |NO
[] '] |NI
(] (] | N2
[] {1 | N3

(] []1 | MX

[ ] (] Mo
M1

Oa
Dis
1

11
111

PR PN T S

1 Stage Grouping
|

beyond prostatic capsule or the anterior
vagina or bladder neck
Tumor invades other adjacent organs

Lymph Node (N)

Regional lymph nodes cannot be
assessed

No regional lymph node metastasis
Metastasis in a single lymph node, 2 cm
or less in greatest dimension

Metastasis in a single lymph node, more
than 2 ¢cm but not more than 5 cm in
greatest dimension, or multiple lymph
nodes, none more than 5 cm in greatest
dimension

Metastasis in a lymph node more than 5
cm in greatest dimension

Distant Metastasis (M)

Presence of distant metastasis cannot be
assessed

No distant metastasis

Distant metastasis

- TR e e e v o S i ——

NO MO

NO MO

NO MO
12 NO MO
Tl N1 MO
T2 N1 MO
I NO MO
T3 N1 MO
T4 NO MO
T4 N1 MO
Any T N2 MO
Any T N3 MO
Any T Any N M1

211

Histopathologic Type

Cell types can be divided into transitional, squamous, and glandular.

Histopathologic Grade (G)

[ 1]GX Grade cannot be assessed

[ 1G1 Well differentiated

[ 1G2 Moderately differentiated

[ 1 G3-4  Poorly differentiated or undifferentiated

Staged by M.D.
Registrar

Date

American Joint Committee on Cancer—1992






OPHTHALMIC CANCERS

The orbit and its contents—primarily the eye—contain many types of tissues. Consequently, a wide
variety of malignant tumors occur in this anatomic area. This section includes recommendations for
staging these cancers based on data available in the literature and on knowledge of the experts serving
on the American Joint Committee on Cancer’s Task Force for Staging of Cancer of the Eye.

The following sites are included:
Eyelid
Conjunctiva
Uvea
Retina
Orbit
Lacrimal gland

338
Carcinoma of the Eyelid

C44.1 Eyelid

ANATOMY

Primary Site. The eyelid is covered externally by epi-
dermis and internally by conjunctiva, which becomes
continuous with the conjunctiva covering the eyeball.
Basal cell carcinomas and squamous cell carcinomas
arise from the epidermal surface. Sebaceous cell carcino-
mas arise from the meibomian glands in the tarsus, the
glands of Zeis at the lid margin, and the sebaceous glands
of the caruncle. Other adnexal carcinomas arise from the
sweat glands of Moll and the hair follicles.

Regional Lymph Nodes. The eyelids are supplied with
lymphatics that drain into the preauricular, infra-auricu-
lar, facial, submandibular, and cervical lymph nodes.

Metastatic Sites. Tumors of the eyelids not only metas-
tasize to distant sites by way of the regional lymphatics
and bloodstream but also spread directlv into the orbit.
including the lacrimal gland, and into the eyeball.

RULES FOR CLASSIFICATION

The classification applies only to carcinoma. There
should be histologic verification of the cancer. This ver-
ification permits a division of cases by histologic type

(i.e., basal cell, squamous cell, and sebaceous carci-
noma). Any unconfirmed case must be reported sepa-
rately.

Clinical Staging. The assessment of the cancer is based
on inspection, slit-lamp examination, palpation of the
regional lymph nodes, and, when indicated, radiologic
(including computed tomography) and ultrasono-
graphic examination of the orbit, paranasal sinuses, and
chest.

Pathologic Staging. Complete resection of the primary
site is indicated. Histologic study of the margins and the
deep aspect of resected tissues is necessary. Resection or
needle biopsy of enlarged regional lymph nodes or
orbital masses is desirable.

DEFINITION OF TNM

The following definitions apply to both clinical and
pathologic staging.

Primary Tumor (T)

TX Primary tumor cannot be assessed
TO No evidence of primary tumor




Tis  Carcinoma in situ

T1 Tumor of any size, not invading the tarsal plate or,
at the eyelid margin, 5 mm or less in greatest
dimension

T2 Tumor invades tarsal plate or, at the eyelid margin,
more than 5 mm but not more than 10 mm in
greatest dimension

T3  Tumor involves full eyelid thickness or, at the eye-
lid margin, more than 10 mm in greatest dimen-
sion

T4 Tumor invades adjacent structures

Regional Lymph Nodes (N)

NX Regional lymph nodes cannot be assessed
NO No regional lymph node metastasis
N1 Regional lymph node metastasis

Distant Metastasis (M)

MX  Presence of distant metastasis cannot be assessed
MO No distant metastasis
M1 Distant metastasis

MANUAL FOR STAGING OF CANCER

T e m S e s

STAGE GROUPING

No stage groupi iently recommended.

HISTOPATHOLOGIC TYPE

Basal cell carcinoma
Squamous cell carcinoma
Sebaceous cell carcinoma

HISTOPATHOLOGIC GRADE (G)

GX  Grade cannot be assessed
G1  Well differentiated

G2 Moderately differentiated
G3  Poorly differentiated

G4 Undifferentiated

BIBLIOGRAPHY

1. Zimmerman LE, et al: Histological typing of tumors of
the eye and its adnexa. WHO International Histologi-
cal Classification of Tumors. Geneva, WHO, 1980



CARCINOMA OF THE EYELID

Data Form for Cancer Staging

Patient identification

Name

Address

Hospital or clinic number
Age Sex Race

Oncology Record

Anatomic site of cancer

Histologic type

Grade (G)

Date of classification

Institution identification
Hospital or clinic
Address

Chronology of classification
[ ] Clinical (use all data prior to first treatment)
[ 1 Pathologic (if definitively resected specimen available)

Clin path  DEFINITIONS
Primary Tumor (T)
[ ] [ ] X Primary tumor cannot be assessed
[ ] [ ] TO No evidence of primary tumor
{1 [ 1 Tis Carcinoma in situ
[ ] [ 1] T1 Tumor of any size, not invading the
tarsal plate or, at the eyelid margin, 5
mm or less in greatest dimension
[ ] [ ] T2 Tumor invades tarsal plate or, at the
eyelid margin, more than 5 mm but not
more than 10 mm in greatest dimension
[ ] [ 1] T3 Tumor involves full eyelid thickness or,
at the eyelid margin, more than 10 mm
in greatest dimension
[ ] [ ] T4 Tumor invades adjacent structures
Lymph Node (N)
{1 [ 1 NX  Regional lymph nodes cannot be
assessed
[ ] [ 1] NO No regional lymph node metastasis
[ 1 [ ] N1 Regional lymph node metastasis
Distant Metastasis (M)
[ 1] [ 1] MX  Presence of distant metastasis cannot be
assessed
[ 1] [ ] MO  No distant metastasis
[1 [ ] M1 Distant metastasis

Stage Grouping

No stage grouping is presently recom

Staged by M.D.
Registrar

Date

Histopathologic Type

Basal cell carcinoma
Squamous cell carcinoma
Sebaceous carcinoma

Histopathologic Grade (G)
[ 1 GX Grade cannot be assessed

[ ] Gl Well differentiated

[ ] G2 Moderately differentiated

[ 1 G3 Poorly differentiated

[ 1 G4 Undifferentiated

INustration

Lacrimal
gland\

Uvea

Conjunctiva

Eyelids

Uvea

Orbit

Indicate on diagram and describe exact location and characteristics of
tumor.
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Malignant Melanoma of the Eyelid

C44.1 Eyelid

This chapter has been adapted from the discussion for
melanoma of the skin, because that discussion is consid-
ered applicable to melanoma of the skin of the eyelid.

No cT categories are presently recommended.

The pT categories correspond to those in the third
edition of the AJCC manual and are based on Clark’s
“levels” and Breslow’s “thickness of invasion.” Thick-
ness of invasion into the skin is recorded as an actual
measurement by an ocular micrometer.

Maximal thickness of the tumor is measured with an
ocular micrometer at a right angle to the adjacent nor-
mal skin. The upper reference point is the top of the
granular cell layer of the epidermis of the overlying skin,
or the base of the lesion if the tumor is ulcerated. The
lower reference point is usually the deepest point of in-
vasion. It may be the invading edge of a single tumor
mass or an isolated cell or group of cells deep to the main
mass.

The N and M categories correspond to those of mel-
anoma of the skin.

ANATOMY

Primary Site. The eyelid is covered externally by epi-
dermis and internally by conjunctiva, which becomes
continuous with the conjunctiva covering the eyeball.

Regional Lymph Nodes. The eyelids are supplied with
lymphatics that drain into the preauricular, infra-auricu-
lar, facial, submandibular, and cervical lymph nodes.

Metastatic Sites. Tumors of the eyelid not only metasta-
size to distant sites by way of the regional lymphatics and
bloodstream but also spread directly into the orbit,
including the lacrimal gland, and into the eyeball.

RULES FOR CLASSIFICATION

Clinical Staging. Assessment of the cancer is based
on inspection, slit-lamp examination, palpation of the

regional lymph nodes, and, when indicated, radiologic
(including computed tomography) and ultrasono-
graphic examination of the orbit, paranasal sinuses,
and chest.

Pathologic Staging. Complete resection of the primary
site is indicated. Histologic study of the margins and the
deep aspect of resected tissues is necessary. Resection or
needle biopsy of enlarged regional lymph nodes or
orbital masses is desirable.

DEFINITION OF TNM
Clinical Classification (cTNM)
Primary Tumor (T)

No classification is recommended at present.

Regional Lymph Nodes (N)

NX Regional lymph nodes cannot be assessed

NO No regional lymph node metastasis

N1 Metastasis 3 cm or less in greatest dimension in
any regional lymph node(s)

N2 Metastasis more than 3 cm in greatest dimension
in any regional lymph node(s) and/or in-transit
metastasis

NZa  Metastasis more than 3 c¢cm in greatest
dimension in any regional node(s)
N2b  In-transit metastasis

N2c¢  Both (N2aand N2b)

Distant Metastasis (M)

MX  Presence of distant metastasis cannot be assessed
MO No distant metastasis
M1 Distant metastasis
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DEFINITION OF TNM
Pathologic Classification (pTNM)

Primary Tumor (pT)

pIX
pT0
pTis

pTl

pI2

pT3

pT4

Primary tumor cannot be assessed

No evidence of primary tumor

Melanoma in situ (atypical melanocytic hyper-
plasia, severe melanocytic dysplasia), not an
invasive malignant lesion (Clark’s Level I)

Tumor 0.75 mm or less in thickness and invades
the papillary dermis (Clark’s Level II)

Tumor more than 0.75 mm but not more than
1.5 mm in thickness and/or invades to the pap-
illary-reticular dermal interface (Clark’s Level
I1I)

Tumor more than 1.5 mm but not more than 4
mm in thickness and/or invades the reticular
dermis (Clark’s Level IV)

pI3a Tumor more than 1.5 mm but not more

than 3 mm in thickness

pI3b Tumor more than 3 mm but not more

than 4 mm in thickness

Tumor more than 4 mm in thickness and/or
invades the subcutaneous tissue andfor satel-
lite(s) within 2 cm of the primary tumor
(Clark’s Level V)

pl4a Tumor more than 4 mm in thickness and/

or invades the subcutaneous tissue
pT4b Satellite(s) within 2 cm of the primary
tumor

Regional Lymph Nodes (pN)

pNX
pNO
pN1

pN2

Regional lymph nodes cannot be assessed

No regional lymph node metastasis

Metastasis 3 cm or less in greatest dimension in
any regional lymph node(s)

Metastasis more than 3 cm in greatest dimension
in any regional lymph node(s) and/or in-tran-
sit metastasis

pNZa Metastasis more than 3 cm in greatest

dimension

pN2b In-transit metastasis

pN2c  Both (pN2a and pN2b)

MANUAL FOR STAGING OF CANCER

Distant Metastasis (pM)

pMX  Presence of distant metastasis cannot be assessed
pMO  No distant metastasis
pM1  Distant metastasis

pMla Metastasis in skin or subcutaneous tis-
sue or lymph node(s) beyond the
regional lymph nodes

pM1b  Visceral metastasis

Note: In-transit metastasis involves skin or subcutaneous
tissue more than 2 cm from the primary tumor not
beyond the regional lymph nodes.

STAGE GROUPING
pT'l NO MO

pl2 NQ MO

I pl3 NO MO

Stage 1ll  pTH4 NO MO
Any.pl NI MO

Anypl N2 MO

Stage IV AnypT AnyN Ml

HISTOPATHOLOGIC TYPE

This classification is only for melanoma of the eyelid.

BIBLIOGRAPHY

L.

Breslow A: Tumor thickness, level of invasion, and node
dissection in Stage 1 cutaneous melanoma. Ann Surg

182:572-575, 1975

. Breslow A: Thickness, cross-sectional areas, and depth

of invasion in the prognosis of cutaneous melanoma.
Ann Surg 172:902-908, 1970

Clark WH Jr, Ainsworth AM, Bernardina EA, et al:
The developmental biology of primary human malig-
nant melanomas. Semin Oncol 2:83-103, 1975

. Elder DE, Jucovy PM, Tuthill R}, Clark WH Jr: The

classification of malignant melanoma. Am ] Dermato-
pathol 2:315-319, 1980



MALIGNANT MELANOMA OF THE EYELID

Data Form for Cancer Staging

Patient identification
Name

Institution identification
Hospital or clinic

Address

Address __

Hospital or clinic number

Age Sex Race

Oncology Record

Anatomic site of cancer
Histologic type

Chronology of classification

Grade (G)

[ 1 Clinical (use all data prior to first treatrment)

Date of classification

[ ] Pathologic (if definitively resected specimen available)

Clin Path
[] []
[] []
[ ] (]
[ ] []
[] []
(] []
[] (1]
[] []
[] []
[] [ ]
[] []
[] [1]
1] [1]
[] []
[] []
[] (]
[ ] []
(] (]
[] []
(] [ ]
1] (]
[] [ ]
[ ] (1
[] [ ]
[1 [1]
[] (]
(] []
[] []
[] [
] []

DEFINITIONS
Primary Tumor (T)
No classification is recommended at present.

Lymph Node (N)

NX Regional lymph nodes cannot be assessed
NO No regional lymph node metastasis
N1 Metastasis 3 cm or less in greatest dimension in any regional lymph node(s)
N2 Metastasis more than 3 cm in greatest dimension in any regional lymph node(s) and/or in-transit metastasis
N2a Metastasis more than 3 cm in greatest dimension in any regional node(s)
N2Zb In-transit metastasis
N2c Both
Primary Tumor (pT)
pTX Primary tumor cannot be assessed
pTO No evidence of primary tumor
pTis Melanoma in situ (atypical melanocytic hyperplasia, severe melanocytic dysplasia), not an invasive malignant lesion
(Clark's Level I)
pTl Tumor 0.75 mm or less in thickness and invades the papillary dermis (Clark's Level II)
pT2 Tumor more than 0.75 mm but not more than 1.5 mm in thickness and/or invades to the papillary-reticular dermal
interface (Clark's Level II1)
pT3 Tumor more than 1.5 mm but not more than 4 mm in thickness and/or invades the reticular dermis (Clark's Level IV)
plia Tumor more than 1.5 mm but not more than 3 mm in thickness
pT3b  Tumor more than 3 mm but not more than 4 mm in thickness
pT4 Tumor more than 4 mm in thickness and/or invades the subcutaneous tissue and/or satellite(s) within 2 cm of the
primary tumor (Clark's Level V)
pT4a Tumor more than 4 mm in thickness and/or invades the subcutaneous tissue
pT4b  Satellite(s) within 2 cm of the primary tumor

Lymph Node (pN)
pNX Regional lymph nodes cannot be assessed

pNO No regional lymph node metastasis
pN1 Metastasis 3 cm or less in greatest dimension in any regional lymph node(s)
pN2 Metastasis more than 3 cm in greatest dimension in any regional lymph node(s) and/or in-transit metastasis

pN2a  Metastasis more than 3 cm in greatest dimension
pN2b  In-transit metastasis
pN2c  Both (pN2a and pN2b)

Distant Metastasis (pM)
pMX Presence of distant metastasis cannot be assessed
pMO No distant metastasis

pM1 Distant metastasis
pMla  Metastasis in skin or subcutaneous tissue or lymph node(s) beyond the regional lymph nodes

pM1b  Visceral metastasis

(continued on next page)
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MALIGNANT MELANOMA OF THE EYELID (Continued)

" Clin._|__Path T
Stage Grouping
[1. [ 1 I pTl NO MO
pl2 NO MO
[ 1] [ 1] H pl3 NO MO
[1 [ 1] {11 pT4 NO MO
AnypT  Ni MO
[ 1 [ 1] Y AnypT AnyN M1
Staged by M.D.
Registrar
Date

Histopathologic Type

This classification is only for melanoma of the eyelid.
Note: In-transit metastasis involves skin or subcutaneous tissue more than 2 cm from the primary tumor not beyond the regional lymph nodes.
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Carcinoma of the Conjunctiva

C69.0 Conjunctiva

ANATOMY

Primary Site. The conjunctiva consists of stratified
epithelium that contains mucus-secreting goblet cells;
these cells are most numerous in the fornices. Palpe-
bral conjunctiva lines the eyelid; bulbar conjunctiva
covers the eyeball. Conjunctival epithelium merges
with that of the cornea at the limbus. It is at this site,
particularly at the temporal limbus, that carcinoma is
most likely to arise. Conjunctival intraepithelial neo-
plasia (CIN) embraces all forms of intraepithelial dys-
plasia, including in situ carcinoma. Mucinous
adenocarcinoma is a rare form of adenocarcinoma of
the conjunctival goblet cells.

Regional Lymph Nodes. The regional lymph nodes are:

Preauricular (parotid)
Submandibular
Cervical

Metastatic Sites. Tumors of the conjunctiva, in addition
to spread by way of regional lymphatics, may also involve
the eyelid proper, the orbit, lacrimal glands, and the brain.

RULES FOR CLASSIFICATION

Clinical Staging. Assessment of the cancer is based on
inspection, slit-lamp examination, palpation of the
regional lymph nodes, and, when indicated, radiologic
examination (including computed tomography) and
ultrasonographic examination of the orbit, paranasal
sinuses, and chest.

Pathologic Staging. Complete resection of the primary
site is indicated. Extensive local involvement of orbital
spread requires exenteration. Histologic study of the
margins of the deep aspect of resected tissues is necessary.

DEFINITION OF TNM

These definitions apply to both clinical and pathologic
staging.

Primary Tumor (T)

TX  Primary tumor cannot be assessed

TO No evidence of primary tumor

Tis  Carcinoma in situ

T1 Tumor 5 mm or less in greatest dimension

T2 Tumor more than 5 mm in greatest dimension,
without invasion of adjacent structures

T3 Tumor invades adjacent structures, excluding the
orbit

T4 Tumor invades the orbit

Regional Lymph Nodes (N)

NX Regional lymph nodes cannot be assessed
NO  No regional lymph node metastasis
N1 Regional lymph node metastasis

Distant Metastasis (M)

MX Presence of distant metastasis cannot be assessed
MO No distant metastasis
M1 Distant metastasis

BT Rt s AN S mamam g S Sy R AT S T P T e L T

STAGE GROUPING
No stag

RTINS T

mmended.

HISTOPATHOLOGIC TYPE

This classification applies only to carcinoma of the con-
junctiva.

HISTOPATHOLOGIC GRADE (G)

GX  Grade cannot be assessed
Gl Well differentiated

G2 Moderately differentiated
G3  Poorly differentiated

G4  Undifferentiated







CARCINOMA OF THE CONJUNCTIVA

Data Form for Cancer Staging

Patient identification Institution identification
Name Hospital or clinic
Address ) Address

Hospital or clinic number _ o _
Age Sex Race -

Oncology Record

Anatomic site of cancer o
Histologic type i Chranology of classification

Grade (G) [ 1 Clinical (use all data prior to first treatment)
Pathologic (if definitively resected specimen available)

Date of classification - . [ 1]

Clin path | DEFINITIONS Hustration
Primary Tumor (T)
[ 1] [ 1] X Primary tumor cannot be assessed Lacrimal
] [ 1] TO No evidence of primary tumor gland
[] [ ] Tis Tumor in situ
[ ] { ] T1 Tumor 5 mm or less in greatest
dimension Uvea Optic nerve
[] [ ] T2 Tumor more than 5 mm in greatest
dimension, without invasion of adjacent Conjunctiva
structures
[] [ 1 T3 Tumor invades adjacent structures,
excluding the orbit Evelid
[ 1 [ 1 T4 Tumor invades the orbit yeuas
Lymph Node (N)
[ ] [ 1 NX  Regional lymph nodes cannot be Uvea
assessed
[ 1 [ ] NO No regional lymph node metastasis :
[ 1] [ 1] N1 Regional lymph node metastasis Orbit
Distant Metastasis (M) Indicate on diagram and describe exact location and characteristics of
[ 1] [ ] MX  Presence of distant metastasis cannot be tumor.
assessed
[ 1 [ ] MO No distant metastasis
[ ] [ ] J M1 Distant metastasis

Stage Grouping

No stage grouping is pres

Staged by M.D.
Registrar

Date

Histopathologic Type

This classification applies only to carcinoma of conjunctiva.

Histopathologic Grade (G)
[ ] GX Grade cannot be assessed

[ 1 Gl Welldifferentiated

[ 1 G2 Moderately differentiated

[ ] G3 Poorly differentiated

[ 1 G4 Undifferentiated
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Malignant Melanoma
of the Conjunctiva

C69.0 Conjunctiva

ANATOMY

Primary Site. In addition to mucus-secreting goblet cells
within the stratified epithelium, melanocytic cells exist in
the basal layer. These are of neuroectodermal origin, and
melanocytic tumors may arise from these cells. Melano-
mas may arise from junctional and compound nevi, from
primary acquired melanosis, or de novo. Tumors must be
distinguished from nontumorous pigmentation.

Regional Lymph Nodes. The regional lymph nodes are:

Parotid
Preauricular
Submandibular
Cervical

Metastatic Sites. In addition to spread by lymphatics
and the bloodstream, direct extension to the eyeball and
orbit occurs.

RULES FOR CLASSIFICATION

The classification applies only to melanoma. There
should be histologic verification of the melanocytic
lesion.

Clinical Staging. The assessment of the cancer is based
on inspection, slit-lamp examination, palpation of the
regional lymph nodes, and, when indicated, radiologic
(including computed tomography) and ultrasonographic
examination of the orbit, paranasal sinuses, and chest.

Pathologic Staging. Complete resection of the primary
site is indicated. Histologic study of the margins and the
deep aspect of resected tissues is necessary. Resection or
needle biopsy of enlarged regional lymph nodes or
orbital masses is desirable.

DEFINITION OF TNM

Clinical Classification
Primary Tumor (T)

TX  Primary tumor cannot be assessed

TO No evidence of primary tumor

T1 Tumor(s) of the bulbar conjunctiva occupying one
quadrant or less

T2 Tumor(s) of the bulbar conjunctiva occupying
more than one quadrant

T3 Tumor(s) of the conjunctival fornix and/or palpe-
bral conjunctiva and/or caruncle

T4 Tumor invades the eyelid, cornea, and/or orbit

Regional Lymph Nodes (N)

NX Regional lymph nodes cannot be assessed
NO No regional lymph node metastasis
N1 Regional lymph node metastasis

Distant Metastasis (M)

MX Presence of distant metastasis cannot be assessed
MO No distant metastasis
M1 Distant metastasis

Pathologic Classification (pTNM)
Primary Tumor (pT)

pIX  Primary tumor cannot be assessed

pI0  No evidence of primary tumor

pIl Tumor(s) of the bulbar conjunctiva occupying
one quadrant or less and 2 mm or less in thick-
ness
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pl2 Tumor(s) of the bulbar conjunctiva occupying
more than one quadrant and 2 mm or less in
thickness

pI3 Tumor(s) of the conjunctival fomix andfor
palpebral conjunctiva and/or caruncle or
tumor(s) of the bulbar conjunctiva, more than
2 mm in thickness

pT4 Tumor invades the eyelid, cornea, and/or orbit

Regional Lymph Nodes (pN)

pNX  Regional lymph nodes cannot be assessed
pNO  No regional lymph node metastasis
pN1 Regional lymph node metastasis

Distant Metastasis (pM)

pMX  Presence of distant metastasis cannot be assessed
pMO  No distant metastasis
pM1  Distant metastasis

STAGE GROUPING

Nos esently recommended.

MANUAL FOR STAGING OF CANCER

HISTOPATHOLOGIC TYPE

This categorization applies only to melanoma of the con-
junctiva.

HISTOPATHOLOGIC GRADE (G)

Histopathologic grade represents the origin of the pri-
mary tumor.

GX  Origin cannot be assessed

GO Primary acquired melanosis

Gl Malignant melanoma arises from a nevus

G2 Malignant melanoma arises from primary acquired
melanosis

G3 Malignant melanoma arises de novo

BIBLIOGRAPHY

1. Liesegang TJ, Campbell R]: Mayo Clinic experience
with conjunctival melanomas. Arch Ophthalmol 98:
1385-1389, 1980

2. Silvers DN, Jakobiec FA, Freeman TR, et al: Melanoma
of the conjunctiva: A clinicopathologic study. In Jako-
biec FA (Ed.), Ocular and Adnexal Tumors. Birming-
ham, Aesculapius, 1978

3. Zimmerman LE: The histogenesis of conjunctival mela-
nomas: The first Algernon B. Reese lecture. In Jakobiec
FA (Ed.), Ocular and Adnexal Tumors. Birmingham,
Aesculapius, 1978



MALIGNANT MELANOMA OF THE CONJUNCTIVA

Data Form for Cancer Staging

Patient identification Institution identification

Name Hospital or clinic -
Address Address - N
Hospital or clinic number

Age Sex Race

Oncology Record

Anatomic site of cancer -
Histologic type Chronology of classification

Grade (G) [ ] Clinical (use all data prior to first treatment)
[ 1 Pathologic (if definitively resected specimen available)

Date of classification

Clin path | DEFINITIONS
Primary Tumor (T)

TX Primary tumor cannot be assessed

[] [ ]
[ 1] [ ] To No evidence of primary tumor
[ ] [ ] T1 Tumor(s) of bulbar conjunctiva occupying one quadrant or less
[ 1] [ ] T2 Tumor(s) of bulbar conjunctiva occupying more than one quadrant
[ 1 [ 1 T3 Tumor(s) of conjunctival fornix and/or palpebral conjunctiva andfor caruncle
[ ] [ 1 T4 Tumor invades eyelid, comea, and/for orbit
Lymph Node (N)
[ ] [ ] NX  Regional lymph nodes cannot be assessed
{1 {1 NO  No regional lymph node mertastasis
[ 1] [ 1] N1 Regional lymph node metastasis
Distant Metastasis (M)
[ ] [ 1] MX  Presence of distant metastasis cannot be assessed
(1 [1 MO  No distant metastasis
[1 [ ] M1 Distant metastasis
Primary Tumor (pT)

] pTX  Primary tumor cannot be assessed

] pT0  No evidence of primary tumor

] pTl  Tumor(s) of bulbar conjunctiva occupying one quadrant or less and 2 mm or less in thickness

1 pT2  Tumor(s) of bulbar conjunctiva occupying more than one quadrant and 2 mm or less in thickness

] pT3  Tumor(s) of conjunctival fornix andfor palpebral conjunctiva andfor caruncle andfor tumor of the bulbar corjunctiva, Fore

than 2 mm in thickness
[ ] [ ] pT4  Tumor invades eyelid, comea, and/or orbit
Lymph Node (pN)
[ ] [ 1 pNX  Regional lymph nodes cannot be assessed
[ 1] [ 1] pNO  No regional lymph node metastasis
[ 1] [ 1 pN1  Regional lymph node metastasis

Distant Metastasis (pM)

[ 1 [ ] pMX  Presence of distant metastasis cannot be assessed
[ ] [ ] pMO  No distant metastasis

[ ] | 1 | pMl Distant metastasis

Stage Grouping

Na stape grouping is presently recommended.

Staged by M.D.
Registrar

Date

(continued on next page)
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MALIGNANT MELANOMA OF THE CONJUNCTIVA (continued)

Histopathologic Type
The categorization applies only to malignant melanoma of the
conjunctiva.

Histopathologic Grade (G)

[ ] GX Grade cannot be assessed

[ ] GO Primary acquired melanosis

[ ] G1 Malignant melanoma arising from a nevus

[ ] G2 Malignant melanoma arising from primary acquired melanosis
[ ] G3 Malignant melanoma atising de novo

228

[Hustration

Lacrimal
gland

Uvea

Conjunctiva

Eyelids

Uvea

Indicate on diagram and describe exact location and characteristics of
tumor.
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Malignant Melanoma of the Uvea

C69.3 Choroid

C69.4 Ciliary body and iris

The classification applies only to melanoma.

ANATOMY

Primary Site. The middle layer of the eyeball, the uvea
(uveal tract) lies between the cornea and sclera exter-
nally and the retina and its analogues internally. The
uveal tract is divided into three regions: iris, ciliary body,
and choroid. It is a highly vascular structure, with the
choroid in particular composed of large blood vessels
with little intervening connective tissue. There are no
lymphatic channels in the uvea. Systemic metastasis
from uveal melanomas occurs by hematogenous routes.
Uveal melanomas are believed to arise from uveal mela-
nocytes and are, therefore, of neural crest origin. Mela-
nomas may spread by local extension through Bruch’s
membrane to involve the retina and vitreous, or by
extension through the sclera or optic nerve into the
orbit.

Most uveal melanomas occur in the choroid. The
ciliary body is less commonly the site of origin, and the
iris is least commonly involved. Iris melanomas are rel-
atively benign and slow growing, and they rarely me-
tastasize. Melanomas of the ciliary body and choroid
are cytologically more malignant and metastasize more
frequently.

It may be clinically impossible to distinguish a large
nevus from a small melanoma.

Regional Lymph Nodes. Because there are no intraocu-
lar lymphatics, this category applies only to extrascleral
extension anteriotly. The regional lymph nodes are:

Parotid
Preauricular
Submandibular
Cervical

Nodal involvement implies subconjunctival exten-
sion of the primary tumor.

Metastatic Sites. Uveal melanomas can metastasize
through hematogenous routes to various organs. The
liver is most commonly involved and usually is the first
site of clinically detectable metastasis. Less commonly,
the lung, pleura, subcutaneous tissues, bone, and other
sites may be involved.

RULES FOR CLASSIFICATION

There should be histologic verification of the disease.
Any unconfirmed case must be reported separately.

Clinical Staging. The assessment of the tumor is based
on clinical examination, including slit-lamp examina-
tion and direct and indirect ophthalmoscopy. Additional
methods such as ultrasonography, computerized stereom-
etry, fluorescein angiography, and isotope examination
may enhance the accuracy of appraisal.

Pathologic Staging. Complete resection of the primary
site is indicated. Histologic study of the margins and the
deep aspect of resected tissues is necessary. Resection or
needle biopsy of enlarged regional lymph nodes or
orbital masses is desirable.

DEFINITION OF TNM

These definitions apply to both clinical and pathologic
staging.

ANATOMIC SITES

Iris
Ciliary body
Choroid




Iris
Primary Tumor (T)

TX  Primary tumor cannot be assessed

TO No evidence of primary tumor

T1 Tumor limited to the iris

T2 Tumor involves one quadrant or less, with inva-
sion into the anterior chamber angle

T3 Tumor involves more than one quadrant, with
invasion into the anterior chamber angle

T4 Tumor with extraocular extension

Regional Lymph Nodes (N)

NX  Regional lymph nodes cannot be assessed
NO No regional lymph node metastasis
N1 Regional lymph node metastasis

Distant Metastasis (M)

MX  Presence of distant metastasis cannot be assessed
MO  No distant metastasis
M1 Distant metastasis

Ciliary Body
Primary Tumor (T)

TX  Primary tumor cannot be assessed

TO No evidence of primary tumor

T1 Tumor limited to the ciliary body

T2 Tumor invades into the anterior chamber and/or
iris

T3 Tumor invades the choroid

T4 Tumor with extraocular extension

Regional Lymph Nodes (N)

NX  Regional lymph nodes cannot be assessed
NO No regional lymph node metastasis
N1 Regional lymph node metastasis

Distant Metastasis (M)

MX  Presence of distant metastasis cannot be assessed
MO No distant metastasis
M1 Distant metastasis

Choroid
Primary Tumor (T)

TX  Primary tumor cannot be assessed
TO  No evidence of primary tumor
T1* Tumor 10 mm or less in greatest dimension, with
an elevation of 3 mm or less
Tla Tumor 7 mm or less in greatest dimension,

with an elevation of 2 mm or less

MANUAL FOR STAGING OF CANCER

T1b  Tumor more than 7 mm but not more than
10 mm in greatest dimension, with an
elevation of more than 2 mm but not
more than 3 mm
T2* Tumor more than 10 mm but not more than 15
mm in greatest dimension, with an elevation of
more than 3 mm but not more than 5 mm
T3* Tumor more than 15 mm in greatest dimension
or with an elevation of more than 5 mm
T4  Tumor with extraocular extension

Note: When dimension and elevation show a difference
in classification, the highest category should be used for
classification.

* Note: In clinical practice, the tumor base may be esti-
mated in optic disc diameters (dd) (average: 1 dd = 1.5
mm). The elevation may be estimated in diopters (aver-
age: 3 diopters = 1 mm). Other techniques, such as ultra-
sonography and computerized stereometry, may provide
a more accurate measurement.

Regional Lymph Nodes (N)

NX Regional lymph nodes cannot be assessed
NO No regional lymph node metastasis
N1 Regional lymph node metastasis

Distant Metastasis (M)

MX  Presence of distant metastasis cannot be assessed
MO No distant metastasis
M1 Distant metastasis

STAGE GROUPING

The classificai e structure most affected is
used when mc me of the uveal structures is
involved by tu

Iris and Ciliary Body

Strage | Tl NGO MO
el T2 NO NO
= [11 T3 NO MO
=IJVA T4 NO MO
:IVB AnyT MO

Any T M1
wuuroid

Stage [A Tla NO MO

Stage |B T1b NO MO

Stage 1 T2 NO MO

Stage 111 T3 NO MO

Stage [VA T4 NO MO

Stage IVB Any T "' MO

Any T M1



Malignant Melanoma of the Uvea

HISTOPATHOLOGIC TYPE
The histopathologic types are:

Spindle cell melanoma
Mixed cell melanoma
Epithelioid cell melanoma

HISTOPATHOLOGIC GRADE (G)

GX  Grade cannot be assessed
G1  Spindle cell melanoma
G2  Mixed cell melanoma

G3 Epithelioid cell melanoma

Venous Invasion (V)

VX  Venous invasion cannot be assessed
VO Veins do not contain tumor

V1 Veins in melanoma contain tumor
V2 Vortex veins contain tumor

Scleral Invasion (S)

SX  Scleral invasion cannot be assessed
S0  Sclera does not contain tumor

S1 Intrascleral® invasion of tumor

§2  Extrascleral extension of tumor

*Note: Includes perineural and perivascular invasion of
scleral canals.






MALIGNANT MELANOMA OF THE UVEA

Data Form for Cancer Staging

Patient identification
Name

Institution identification
Hospital or clinic

Address

Address

Hospital or clinic number
Race

Age Sex

Oncology Record

Anatomic site of cancer

Histologic type

Chronology of classification

Grade (G)

[ 1 Clinical (use all data prior to first treatment)

Date of classification

[ ] Pathologic (if definitively resected specimen available)

Clin Path

[ ] ()

DEFINITIONS

Iris

Primary Tumor (T)

X Primary tumor cannot be assessed

TO No evidence of primary tumor

T1 Tumor limited to the iris

T2 Tumor involves one quadrant or less, with invasion into the anterior chamber angle
T3 Tumor involves more than one quadrant, with invasion into the anterior chamber angle
T4 Tumor with extraocular extension

Lymph Node (N)

NX Regional lymph nodes cannot be assessed

NO No regional lymph node metastasis

N1 Regional lymph node metastasis

Distant Metastasis (M)

MX Presence of distant metastasis cannot be assessed

MO No distant metastasis

M1 Distant metastasis

Ciliary Body
Primary Tumor (T)

X Primary tumor cannot be assessed
TO No evidence of primary tumor
T1 Tumor limited to ciliary body
T2 Tumor invades into anterior chamber and/or iris
T3 Tumor invades choroid
T4 Tumor with extraocular extension
Lymph Node (N)
NX Regional lymph nodes cannot be assessed
NO No regional lymph node metastasis
N1 Regional lymph node metastasis
Distant Metastasis (M)
MX Presence of distant metastasis cannot be assessed
MO No distant metastasis
Ml Distant metastasis
Choroid
Primary Tumor (T)
X Primary tumor cannot be assessed
TO No evidence of primary tumor
T1 Tumor 10 mm or less in greatest dimension with an elevation 3 mm or less
Tla Tumor 7 mm or less in greatest dimension with an elevation 2 mm or less
Tib Tumor more than 7 mm but not more than 10 mm in greatest dimension with an elevation more than 2 mm but not
more than 3 mm
T2 Tumor more than 10 mm but not more than 15 mm in greatest dimension with an elevation of more than 3 mm but not
more than 5 mm
T3 Tumor more than 15 mm in greatest dimension or with an elevation more than 5 mm

[ ] [ ] L T4 Tumor with extraocular extension

(continued on next page)
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MALIGNANT MELANOMA OF THE UVEA (continued)

Ciin Path lllustrations
Lymph Node (N) o Right sye
[ ] | 1 NX Regional lymph nodes cannot be e || TS,
assessed A e N N
[ ] I 1] NO No regional lymph node metastasis // P ﬂ\ == e "-.\
[ 1 [ ] N1 Regional lymph node metastasis WA A e - qﬁ““‘\,-.'\ \_\ /\, 1
Distant Metastasis (M) AN | / NN
[ ] [ ] MX Presence of distant metastasis cannot / / ~ \ T \ \ o
be assessed [ f / = d \ Vo
[ 1 [ ] MO No distant metastasis u‘— - _J|,_ — o —j—'_4"l
[ 1 [ ] M1 Distant metastasis 1'& ]5 \ ;’ J o
\ \ T [
| Clin __Path | \_\ \\ //‘-_.\. /f,,f > fr_\ / ;a'
Stage Grouping AN Mol ‘ X ’,/ PR
N P X 5 /
Iris and Ciliary Body ? = wir 4
ISR BT e g NO MO W N
[ [ TR (1T Sy NO MO L O g
Tithi] [ i T3 NO MO Y Sugarior
{=] [ IVA T4 No Mo
) (] SR LY BESSE MO I
M1
Choroi |
I I (=% ]A o NO MO Temporal Nasal v Lot
[ [l B T1b NO MO .
| ] I ! 1 T2 NO Ma .../____.“u____ . Left eye
(3] [ 1 | T3 NO MO b = ™Y
[ 1] [ ] |IvA T4 NA MO Al o / it
5] [ 1 [|IVB AnyT MO Y \‘,,..-f~‘——~~..\< 3,
Any T Ml "N A / N A
a'f 2 'x_//' ‘\ / \\,\/' &
| e - | S - .\I
Staged by M.D. I.’ If/ [ > N
Registrar i - A
Date ’ 2 f |
I| \ \\ - ., lpl / |I
Histopathologic Type AT O /j / ]
Spindle cell melanoma '\‘_’,‘.\:'/ \\ J,/ ‘ \\.\ / “:,.-':\);"
Mixed cell melanoma e V. A | X VA
Epithelioid cell melanoma L b N | . \ /
. /S N .
Histopathologic Grade (G) 5 !

[ 1 GX Grade cannot be assessed

[ ] Gt  Spindle cell melanoma gtk
[ 1 G2  Mixed cell melanoma

[ 1 G3  Epithelioid cell melanoma

Venous Invasion (V) |

[ 1 VX  Venous invasion cannot be assessed - intarlor

A ) Temporal
[ ] VO  Veins do not contain tumor
[ 1Vl Veins in melanoma contain tumor Indicate on diagrams and describe exact location and characteristics of

[ 1 V2  Vortex veins contain tumor tumor.

Scleral Invasion (S)

[ ] SX  Scleral invasion cannot be assessed
[ 180 Sclera does not contain tumor

[ 181 Intrascleral invasion of tumor

[ ] 82 Extrascleral invasion of tumor®*

* Note: Includes perineural and perivascular invasion of scleral canals.
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Retinoblastoma

C69.2 Retina

ANATOMY

Primary Site. The retina comprises neurons and glial
cells. The neurons give rise to retinoblastoma,
whereas the glial cells give rise to astrocytomas, which
in the retina are benign and extremely rare. The ret-
ina is limited internally by a membrane separating it
from the vitreous cavity. Externally, it is limited by
the retinal pigment epithelium and Bruch’s mem-
brane, which separate it from the choroid and act as
natural barriers to extension of retinal tumors into the
choroid. The continuation of the retina with the
optic nerve allows direct extension of retinoblastomas
into the optic nerve and then to the subarachnoid
space. Because the retina has no lymphatics, spread of
retinal tumors occurs either by direct extension into
adjacent structures or by distant metastasis through
hematogenous routes.

Regional Lymph Nodes. Because there are no intraocu-
lar lymphatics, the category applies only to anterior
extrascleral extension. The regional lymph nodes are:

Parotid
Preauricular -
Submandibular
Cervical

Involvement implies subconjunctival extension of the
tumor.

Metastatic Sites. Retinoblastoma can metastasize through
hematogenous routes to various sites, most notably the
skull, long bones, brain, lymph nodes, and viscera.

RULES FOR CLASSIFICATION

Clinical Staging. In bilateral cases, each eye must be
classified separately. The classification does not apply
to complete spontaneous regression of the tumor.
There should be histologic verification of the disease

in an enucleated eye. Any unconfirmed case must be
reported separately. The extent of retinal involve-
ment is indicated as a percentage.

Pathologic Staging. All clinical and pathologic data
from the resected specimen are to be used.

DEFINITION OF TNM

Clinical Classification (cTNM)
Primary Tumor (T)

TX  Primary tumor cannot be assessed
TO  No evidence of primary tumor
T1  Tumor(s) limited to 25% or less of the retina
T2  Tumor(s) involve(s) more than 25% but not
more than 50% of the retina
T3  Tumor(s) involve(s) more than 50% of the retina
andfor invade(s) beyond the retina but
remain(s) intraocular
T3a Tumor(s) involve(s) more than 50% of the
retina and/ or tumor cells in the vitreous
T3b Tumor(s) involve(s) the optic disc
T3c Tumor(s) involve(s) the anterior chamber
and/or uvea
T4  Tumor with extraocular invasion
T4a Tumor invades the retrobulbar optic nerve
T4b Extraocular extension other than invasion of the
optic nerve

Note: The following suffixes may be added to the appro-
priate T categories: “m” indicates multiple tumors (e.g.,
T2 [m2]); “f” indicates cases with a known family his-
tory; and “d” indicates diffuse retinal involvement with-
out the formation of discrete masses.

Regional Lymph Nodes (N)

NX Regional lymph nodes cannot be assessed
NO No regional lymph node metastasis
NI Regional lymph node metastasis
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Distant Metastasis (M)

MX  Presence of distant metastasis cannot be assessed
MO No distant metastasis
M1 Distant metastasis

Pathologic Classification (pTNM)
Primary Tumor (pT)

pTX  Primary tumor cannot be assessed
pTO No evidence of primary tumor
pT1l  Tumor(s) limited to 25% or less of the retina
pT2 Tumor(s) involve(s) more than 25% but not
more than 50% of the retina
pT3  Tumor(s) involve(s) more than 50% of the retina
andfor invade(s) beyond the retina but
remain(s) intraocular ’
pl3a Tumor(s) involve(s) more than 50% of
the retina and/ or tumor cells in the
vitreous
pI3b Tumor invades the optic nerve as far as
the lamina cribrosa
Tumor in the anterior chamber andfor
invasion with thickening of the uvea
and/or intrascleral invasion
Tumor with extraocular invasion
pT4a Intraneural tumor beyond the lamina
cribrosa but not at the line of resection
pT4b Tumor at the line of resection or other
extraocular extension

pl3c

pT4

MANUAL FOR STAGING OF CANCER

Regional Lymph Nodes (pN)

pNX Regional lymph nodes cannot be assessed
pNO  No regional lymph node metastasis
pN1 Regional lymph node metastasis

Distant Metastasis (pM)

pMX  Presence of distant metastasis cannot be assessed
pMO  No distant metastasis
pM1  Distant metastasis

STAGE GROUPING

In cases of bilateral disease, the more affected eye is
used for the stage grouping.

Stage [A  T1 NO MO
Stage B T2 NO MO
T3a NO MO
T3b NO MO
T3c NO MO

e 1lA  T4a NO MO
e [lIB  T4h NO MO
elV  AnyT NIl MO

A T

AnvIN Ml

Note: Patholc corresponds to the

clinical stage

HISTOPATHOLOGIC TYPE

This classification applies only to retinoblastoma.



RETINOBLASTOMA

Data Form for Cancer Staging

Patient identification Institution identification
Name Hospital or clinic ____
Address Address

Hospital or clinic number
Age Sex Race

Oncology Record

Anatomic site of cancer

Histologic type Chronology of classification
Grade (G) [ 1 Clinica! (use all data prior to first treatment)
Date of classification - [ ] Pathologic (if definitively resected specimen available)

Clin path | DEFINITIONS
Primary Tumor (T)

TX Primary tumor cannot be assessed

TO No evidence of primary tumor

T1 Tumor(s) limited to 25% or less of the retina

T2 Tumor(s) involve(s) more than 25% but not more than 50% of the retina

T3 Tumor(s) involve(s) more than 50% of the retina and/or invade(s) beyond the retina but remain(s) intraocular

T3a  Tumor(s) involve(s) more than 50% of the retina and/or tumor cells in the vitreous
T3b  Tumor(s) involve(s) optic disc
T3¢ Tumor(s) involve(s) anterior chamber and/or uvea
T4 Tumor with extraocular invasion
T4a  Tumor invades retrobulbar optic nerve
T4b  Extraocular extension other than invasion of optic nerve

Lymph Node (N)

et ot A e e ettt e e
— e — — e — — — —— —
et et o e b et et et bt ot

[ 1] [ 1] NX  Regional lymph nodes cannot be assessed
{1 [1 NO  No regional lymph node metastasis
[ 1 [ 1] N1 Regional lymph node metastasis
Distant Metastasis (M)
[ 1] [ ] MX  Presence of distant metastasis cannot be assessed
{1 {1 MO No distant metastasis
[ 1] [ 1] M1  Distant metastasis

Primary Tumor (pT)
pTX  Primary tumor cannot be assessed
pI0  No evidence of primary tumor
pT1  Tumor(s) limited to 25% or less of the retina
pT2  Tumor(s) involve(s) more than 25% but not more than 50% of the retina
pT3  Tumor(s) involve(s) more than 50% of the retina and/or invade(s) beyond the retina but remain(s) intraocular
pT3a Tumor(s) involve(s) more than 50% of the retina and/or tumor cells in the vitreous
pT3b  Tumor invades optic nerve as far as the lamina cribrosa
pT3c Tumor in anterior chamber and/or invasion with thickening of the uvea and/or intrascleral invasion
pT4  Tumor with extraocular invasion
pT4a Intraneural tumor beyond the lamina cribrosa but not at the line of resection
pT4b  Tumor at the line of resection or other extraocular extension

Lymph Node (pN)

P et e p— — —— p—
— e — e — e ——

[] [ ] pNX  Regional lymph nodes cannot be assessed
[ ] [ ] pNO  No regional lymph node metastasis
[ ] {1 pN1  Regional lymph node metastasis
Distant Metastasis (pM)
[ 1] [ ] pMX  Presence of distant metastasis cannot be assessed
[ ] [] pMO  No distant metastasis
[ ] [ ] pM1  Distant metastasis

(continued on next page)

237 American Joint Committee on Cancer—1992




RETINOBLASTOMA (continued)

[ Ciin | Path | T 7T TTTTIETTTm o lustrations
| Stage Grouping
[0 [ 1 TA Tl NO MO
[ ] [ .I 1B TZ NO MO il Right eye
fisi M il A T3a NO. ‘MO
[ ] [ Th NO MO
] [15] T3¢ NO MO
[ ] [ T4a NO MO
] [=] T4h NO MO
s (e v Any T N1 MO
‘Any T Any N M
Staged by M.D.

Registrar

Date

Histopathologic Type

This classification applies only to retinoblastoma.

Buperior

Intarior

Vit v
— =

v

Buperior
Intarior
Nasa! Temporat

Indicate on diagrams and describe exact location and characteristics of
tumor.
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Sarcoma of the Orbit

C69.6 Orbit, NOS
C69.8 QOverlapping lesion

Sarcomas of the orbit include a broad spectrum of soft-
tissue tumors and sarcomas of bone.

ANATOMY

Primary Site. Sarcoma of the orbit occurs in the soft
tissues and bone of the orbital fossa.

Regional Lymph Nodes. The regional lymph nodes are:

Submandibular
Parotid (preauricular)
Cervical

Metastatic Sites. Metastatic spread occurs by way of the
bloodstream to distant sites.

RULES FOR CLASSIFICATION

Clinical Staging. Clinical classification is based on
symptoms and signs relating to visual loss, degree of
proptosis or displacement, papilledema, and optic atro-
phy. Diagnostic tests include radiographs of the orbit,
computed tomography, and angiography.

Pathologic Staging. Pathologic classification is based
on the histopathology of the tumor, its grade, and the
extent of removal.

DEFINITION OF TNM

Primary Tumor (T)

TX Primary tumor cannot be assessed

TO No evidence of primary tumor

T1 Tumor 15 mm or less in greatest dimension

T2 Tumor more than 15 mm in greatest dimension

T3  Tumor of any size with diffuse invasion of orbital
tissues and/or bony walls

T4 Tumor invades beyond the orbit to adjacent
sinuses and/ or to the cranium

Regional Lymph Nodes (N)

NX Regional lymph nodes cannot be assessed
NO No regional lymph node metastasis

N1 Regional lymph node metastasis

Distant Metastasis (M)

MX  Presence of distant metastasis cannot be assessed
MO No distant metastasis
M1 Distant metastasis

STAGE GROUPING

No stage grouping is presently recommended.

HISTOPATHOLOGIC TYPE

Sarcomas of the orbit include a broad spectrum of soft-
tissue tumors and sarcomas of bone.

HISTOPATHOLOGIC GRADE (G)

GX  Grade cannot be assessed
Gl Well differentiated

G2 Moderately differentiated
G3  Poorly differentiated

G4 Undifferentiated
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SARCOMA OF THE ORBIT

Data Form for Cancer Staging

Patient identification Institution identification
Name Hospital or clinic
Address Address

Hospital or clinic number
Age Sex Race

Oncology Record

Anatomic site of cancer

Histologic type Chronology of classification
Grade (G) [ ] Clinical (use all data prior to first treatment)
Date of classification [ 1 Pathologic (if definitively resected specimen available)
Clin Path DEFINITIONS lHustration
Primary Tumor (T)
[ 1] [ 1] X Primary tumor cannot be assessed -
. . Lacrimal
[ ] [ ] TO No evidence of primary tumor
[ 1 [ ] T1 Tumor 15 mm or less in greatest gland
dimension
[ 1] [ 1 T2 ’;‘il:nn;zzir::re than 15 mm in greatest Ui Optic néiia
1] [ ] T3 Tumor of any size with diffuse invasion , )
of orbital tissues and/or bony walls Conjunctiva
[ 1] [ 1 T4 Tumor invades beyond the orbit to
adjacent sinuses and/or to cranium
Eyelids
Lymph Node (N)
[ 1 [ ] NX  Regional lymph nodes cannot be
assessed Uvea
[ 1 [ 1] NO No regional lymph node metastasis
[ 1 [ 1] N1 Regional lymph node metastasis
Distant Metastasis (M)
[ ] [ ] MX  Presence of distant metastasis cannot be Indicate on diagrams and describe exact location and characteristics of
assessed tumor.
[ 1] [ 1] MO No distant metastasis
[ ] [1 MI1 Distant metastasis

Stage Grouping

No stage prouping is presen :nded
Staged by M.D.
Registrar
Date

Histopathologic Type
Sarcomas of the orbit include a broad spectrum of soft-tissue tumors and
sarcomas of bone.

Histopathologic Grade (G)
[ ] GX Grade cannot be assessed

[ 1 Gl Well differentiated

[ ] GI Moderately differentiated

[ ] G3 Poorly differentiated

[ 1 G4 Undifferentiated
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Carcinoma of the Lacrimal Gland

C69.5 Lacrimal gland

A retrospective study of 265 epithelial tumors of the lac-
rimal gland has been completed from material on file in
the Registry of Ophthalmic Pathology at the Armed
Forces Institute of Pathology. The histologic classifica-
tion used is a modification of the WHO classification of
salivary gland tumors. The lacrimal gland includes both
lobules: the superficial (palpebral lobe) portion and the
deep intraorbital portion.

ANATOMY

Primary Site. The lacrimal gland lies in a bony exca-
vation covered by periosteum, located in the lateral
orbital wall (the fossa of the lacrimal gland). The
smaller palpebral portion projects into the lateral por-
tion of the upper lid between the palpebral fascia and
the conjunctiva.

Regional Lymph Nodes. The regional lymph nodes
include:

Parotid (preauricular)
Submandibular

Cervical

Metastatic Sites. The lung is the most common meta-
static site, followed by bone and remote viscera.

RULES FOR CLASSIFICATION

Clinical Staging. A complete physical examination,
imaging of the orbit (including computed tomogra-
phy, ultrasonography, and plane films), and tomogra-
phy of the adjacent paranasal sinuses should be done.
Chest x-ray films, radionuclide bone scans, and blood
chemistries should also be available.

Pathologic Staging. After complete resection of the
mass, the entire specimen should be evaluated to deter-
mine the type of tumor and the grade of malignancy.

DEFINITION OF TNM

This classification applies to both clinical and pathologic
staging.

Primary Tumor (T)

TX Primary tumor cannot be assessed
TO No evidence of primary tumor
Tl Tumor 2.5 cm or less in greatest dimension limited
to the lacrimal gland
T2 Tumor 2.5 cm or less in greatest dimension invad-
ing the periosteum of the fossa of the lacrimal
gland
T3  Tumor more than 2.5 cm but not more than 5 cm
in greatest dimension
T3a Tumor limited to the lacrimal gland
T3b Tumor invades the periosteum of the fossa
of the lacrimal gland
T4 Tumor more than 5 cm in greatest dimension
T4a Tumor invades the orbital soft tissues, optic
nerve, or globe without bone invasion
T4b  Tumor invades the orbital soft tissues, optic
nerve, or globe with bone invasion

Regional Lymph Nodes (N)

NX Regional lymph nodes cannot be assessed
NO No regional lymph node metastasis
N1 Regional lymph node metastasis

Distant Metastasis (M)

MX  Presence of distant metastasis cannot be assessed
MO No distant metastasis
M1 Distant metastasis
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STAGE GROUPING

1 srouping Iy recommended.

HISTOPATHOLOGIC TYPE

The major malignant primary epithelial tumors include
the following:

Carcinoma in pleomorphic adenoma (malignant
mixed tumor), which includes adenocarcinoma and
adenoid cystic carcinoma arising in benign mixed
tumor (BMT)

Adenoid cystic carcinoma (cylindroma), arising de
novo

Adenocarcinoma, arising de novo

Mucoepidermoid carcinoma

Squamous cell carcinoma

HISTOPATHOLOGIC GRADE (G)

GX Grade cannot be assessed

Gl Well differentiated

G2 Moderately differentiated: includes adenoid cys-
tic carcinoma without baseloid (solid) pattern

G3  Poorly differentiated: includes adenoid cystic car-
cinoma with baseloid (solid) pattern

G4 Undifferentiated
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LACRIMAL GLAND

Data Form for Cancer Staging

Patient identification

Name .
Address -
Hospital or clinic number _
Age Sex Race

Oncology Record

Anatomic site of cancer _
Histologic type
Grade (G)

Date of classification

]

Institution identification
Hospital or clinic
Address

Chronology of classification
[ 1 Clinical (use all data prior to first treatment)
[ 1 Pathologic (if definitively resected specimen available)

Clin Path DEFINITIONS

Primary Tumor (T)
[ ] [ 1] TX  Primary tumor cannot be assessed
[ ] [ 1] TO No evidence of primary tumor

Tumor 2.5 cm or less in greatest
dimension limited to the lacrimal gland
and mobile within the lacrimal fossa
Tumor 2.5 cm or less in greatest
dimension invading the periosteum of
the fossa of the lacrimal gland

[ [1 |7

[1] [1 |72

[ 1 [ ] T3 Tumor more than 2.5 cm but not more
than 5 cm in greatest dimension

[ ] [ 1 T3a  Tumor limited to the lacrimal gland

[ ] [ ] T3b  Tumor invades the periosteum of the

fossa of the lacrimal gland
Tumor more than 5 cm in greatest
dimension

[] 1 |4

[ ] [ 1] T4a  With invasion of orbital soft tissues,
optic nerve, ot globe, without bone
invasion

[ ] [ ] T4b  With invasion of orbital soft tissues,
optic nerve, or globe, with bone
invasion

Lymph Node (N)

[ 1 [ 1 NX  Regional lymph nodes cannot be

assessed

[ 1 [ ] NO  No regional lymph node metastasis

(1] []1 [NI
Distant Metastasis (M)

Regional lymph node metastasis

1 [ 1] MX  Presence of distant metastasis cannot be
assessed

[ ] [ 1 MO  No distant metastasis

[ ] [ ] M1 Distant metastasis

Stage Grouping

Mo stage grouping is prese wended.

Staged by M.D.
- Registrar

Date

Histopathologic Type

The major malignant primary epithelial tumors include the following:
Carcinoma in pleomorphic adenoma (malignant mixed tumor), which
includes adenocarcinoma and adenoid cystic carcinoma arising in benign
mixed tumor (BMT)

Adenoid cystic carcinoma (cylindroma) arising de novo
Adenocarcinoma (arising de novo)

Mucoepidermoid carcinoma

Squamous cell carcinoma

Histopathologic Grade (G)
[ ] GX Grade cannot be assessed
[ 1 GI Well differentiated

[ 1 G2 Moderately differentiated: includes adenoid cystic carcinoma
without baseloid (solid) pattern
[ 1 G3 Poorly differentiared: includes adenoid cystic carcinoma with
baseloid (solid) pattern
[ 1 G4 Undifferentiated
llustration
Lacrimal
gland
Uvea Optic nerve

Conjunctiva

Eyelids

Uvea

Orbit
Indicate on diagram and describe exact location and characteristics of
tumor.
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CENTRAL NERVOUS SYSTEMS

46

Brain

C70.0 Cerebral meninges

C71.0 Cerebrum

C71.1 Frontal lobe

C71.2 Temporal lobe
C71.3 Parietal lobe
C71.4 Occipital lobe
C71.5 Ventricle, NOS
C71.6 Cerebellum, NOS
C71.7 Brain stem

C71.8 Overlapping lesion
C71.9 Brain. NOS

The most critical feature in the classification of brain
tumors is histopathology. Accurate pathologic criteria
and classification are essential to an understanding of the
clinical and biologic behavior of the gliomas in particu-
lar, and of most other tumors as well. The anatomic loca-
tion and extent of tumors within the brain are also of
clinical and prognostic significance. Neuroradiologic-
diagnostic procedures have become increasingly more
accurate and reliable in providing topographic and mor-
phologic information on tumors of the brain and are use-
ful at various points in diagnosis and management. The
recommendations in this chapter refer to primary tumors
of the brain. A system for staging metastatic tumors of
the brain is under development and is currently being
tested.

ANATOMY

Primary Site. Various tissues within the brain can
give rise to neoplasms, including astrocytes and other
glial cells, meninges, blood vessels, pituitary and
pineal cells, and neural elements proper. The major
structural sites involved include the various lobes of
the cerebral hemispheres; the midline structures,
including the midbrain, pons, and medulla; and the
posterior fossa.

Regional Lymph Nodes. There are no lymphatic struc-
tures draining the brain.

Metastatic Sites. Certain brain tumors can seed into
the subarachnoid space. Hematogenous spread is very
uncommon but on rare occasions has occurred in bone
and other sites.

RULES FOR CLASSIFICATION

Clinical Staging. This staging is based on neurologic
signs and symptoms and on neurologic diagnostic
tests, including skull radiography, electroencephalog-
raphy, isotopic brain scans, cerebral angiography,
pneumoencephalography, computed tomography, and
magnetic resonant imaging. All diagnostic informa-
tion available prior to first definitive treatment may
be used.

Pathologic Staging. This staging is based on histopa-
thology, grade, and microscopic evidence of complete-
ness of resected tumor removal.

DEFINITION OF TNM

Primary Tumeor (T)

TX  Primary tumor cannot be assessed
TO No evidence of primary tumor
Supratentorial Tumor

T1 Tumor 5 cm or less in greatest dimension; limited
to one side
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T2 Tumor more than 5 cm in greatest dimension; lim-
ited to one side

T3 Tumor invades or encroaches on the ventricular
system

T4 Tumor crosses the midline, invades the opposite
hemisphere, or invades infratentorially

Infratentorial Tumor

T1 Tumor 3 cm or less in greatest dimension; limited
to one side

T2 Tumor more than 3 cm in greatest dimension; lim-
ited to one side

T3 Tumor invades or encroaches on the ventricular
system

T4 Tumor crosses the midline, invades the opposite
hemisphere, or invades supratentorially

Regional Lymph Nodes (N)
This category does not apply to this site.

Distant Metastasis (M)

MX  Presence of distant metastasis cannot be assessed
MO No distant metastasis
M1 Distant metastasis

HISTOPATHOLOGIC GRADE (G)

GX  Grade cannot be assessed
Gl Well differentiated

G2 Moderately differentiated
G3  Poorly differentiated

G4 Undifferentiated

STAGE GROUPING

Stage IA Gl T1 MO
Stage IB Gl T2 MO
Gl T3 MO
Stage [IA G2 T1 MO
Stage [IB G2 T2 MO
G2 T3 MO

Stage 11IA G3 T1 MO
Stage lIIB  G3 T2 MO
G3 T3 MO
Stage IV Gl T4 MO
Gz T4 MO
G3 T4 MO
G4 AnyT MO
AnyG AnyT Ml
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HISTOPATHOLOGIC TYPE

Tumors included in analysis and evaluation are:

Astrocytomas

Oligodendrogliomas

Ependymal and choroid plexus tumors

Glioblastomas

Medulloblastomas

Meningiomas, malignant

Neurilemmomas (neurinomas, schwannomas), malignant
Hemangioblastomas

Neurosarcomas

Other sarcomas

Histologic grade usually correlates with biologic ac-
tivity of the tumor. This is particularly the case with ma-
lignant astrocytomas, the most common form of glioma.
The age of the patient at the time of diagnosis is also of
major importance for prognosis.

APPENDIX

Histologic Grading of Tumors of the Central
Nervous System

Criteria for the Diagnosis of Malignancy in Tumors
of the Central Nervous System and Allied Structures

For tumors of the central nervous system and allied
structures, the uncritical application of criteria for histo-
logic and biologic malignancy that generally pertain to
other neoplasms is inadequate for the following reasons:

1. Irrespective of the histologic malignancy of the
tumor, its unimpeded growth within the confines
of the skull as a space-occupying and expanding
lesion inevitably leads to a fatal termination,
which by definition is equated with clinical malig-
nancy.

2. Similarly, the local pressure caused by an intracra-
nial tumor on vital neural structures may result in
the clinical effects of malignancy, irrespective of
the histologic type of tumor.

3. The obstructive effect of a growing tumor leads to
the production of secondary occlusive hydroceph-
alus.

4. Certain criteria of malignancy of neoplasms that in
other body systems pertain to their growth and
spread (especially the characteristic of infiltrative
growth and the capacity to metastasize, either
within or outside the central nervous system) do
not necessarily pertain to, or have to be modified
to, the evaluation of the malignant behavior of
central nervous system tumors.

Thus, tumors of the central nervous system and allied
structures, in addition to their intrinsic benign or malig-
nant histologic character that to a considerable extent



determines their biologic behavior, may by their specific
localization acquire certain characteristics that collec-
tively will add up to a picture regarded as benign, semi-
benign, relatively malignant, or highly malignant.

The numerical grading used in this classification is
based on histologic criteria of malignancy and should be
considered an estimate of the usual behavior of each
type of tumor. Numerical grade 1 is considered the least
malignant; grades 2, 3, and 4 indicate increasing degrees
of malignancy.

In this general evaluation, the pathologist confronted
with the problem of malignancy and prognosis is faced
with two sets of data. In the first analysis, the evaluation
of malignancy must clearly be based on retrospective as-
sessment of the postoperative prognosis and survival
rates of other known similar examples, leading to a final
and reasonably accurate clinicopathologic correlation
that both reinforces the purely histopathologic evalua-
tion of malignancy and is reinforced by it.

Second, the pathologist deduces malignancy from a
number of purely histologic and cytologic data. These
include increase of cellularity, presence and rate of mi-
totic figures, presence of atypical mitotic figures, pleo-
morphism of tumor cells, pleomorphism of tissue
architecture (particularly necroses, abnormally promi-
nent stromal reaction, disorderly stromal reaction, and
overgrowth), and the formation of pathologic blood
vessels (corresponding to the angiographic appearance
of arteriovenous fistulas).

On the other hand, other features usually regarded as
indicative of or synonymous with malignancy need not
necessarily be recognized in the case of tumors of the
central nervous system, especially those of neuroecto-
dermal origin. For instance, lack of circumscription and
focal parenchymatous invasion is not a necessary ac-
companiment of cellular anaplasia or ultimate clinical
malignancy. Also, the actual presence of mitotic figures
(as in oligodendroglioma) does not necessarily imply a
particularly malignant behavior; the overall number of
mitoses and the presence of abnormal mitotic figures are
more important in evaluation. Similarly, local invasion
of the leptomeninges is often clearly dissociated from ei-
ther of the two features just quoted. This is the case, for
example, in the pilocytic astrocytoma that involves the
wall of the third ventricle, the optic nerve, the cerebel-
lum, and so on.

Although distant meningeal and ventricular metasta-
ses are often characteristic of highly malignant tumors
such as medulloblastoma, this phenomenon again is not
always to be correlated with the highest degrees of cyto-
logic malignancy, as seen in some oligodendrogliomas.

The Question of Grading

Following Broder’s classification of epithelial tumors else-
where in the body, an attempt has been made by Kerno-

han and his school to apply a system of grading by
ascending degrees of malignancy, numbered 1 to 4, to cer-
tain tumors of neuroectodermal origin—namely astro-
cytoma, oligodendroglioma, ependymoma, and neuro-
astrocytoma. This attempt stemmed both from a
desire to simplify the then current classification of
tumors of the central nervous system and from a need
to offer to the neurosurgeon a prognostic evaluation
of the tumor removed at surgery, based on certain
definite histologic and cytologic criteria. Attractive
though this attempt at simplification might be, how-
ever, it has to meet with a number of objections:

1. The sample of tissue so analyzed may from surgi-
cal necessity not be representative of the tumor as
a whole.

2. The specific evolution of the particular tumor in
terms of its anaplastic potentialities is not fully
expressed by such a scheme of grading. For example,
a cerebellar pilocytic astrocytoma graded 1 does not
have the same anaplastic potential as a cerebral
astrocytoma or some other tumors also graded 1.

3. The pleomorphism of cell and tissue structures so
frequently inherent in primary neuroectodermal
tumors poses additional difficulties to the applica-
tion of a simplified system of grading.

4. This cytologic grading makes it extremely difficult
to place tumors with mixed cell populations into
an already predetermined tumor category.

Nevertheless, the above remarks should not be re-
garded as basically antagonistic to some attempts at ex-
pressing the degree of malignancy of a particular tumor
of the central nervous system. Indeed, from the clinical
and therapeutic points of view, no classification based
on purely histologic entities is satisfactory unless ade-
quate cognizance is taken of, and information provided
on, the degree of malignancy of a particular tumor sub-
mitted for examination. Thus, it is the duty and prerog-
ative of the pathologist to provide his clinical
colleagues with an informed opinion on the likely evo-
lution of a particular tumor, and to some extent this
prognostic opinion is embodied in the recognition of
specific clinicopathologic neuro-oncologic entities. As
an illustration, it might be pointed out that two tumors
of similar cellularity, isomorphous appearance, and mi-
totic rate—such as the medulloblastomas and some oli-
godendrogliomas—usually do not exhibit the same
biologic behavior. This acquired body of knowledge is
clearly the result of previous collaboration among clini-
cians and pathologists in the field of neuro-oncology.
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BRAIN

Data Form for Cancer Staging

Patient identification

Institution identification
Hospital or clinic

Address

Name

Address

Hospital or clinic number
Age Sex Race

Oncology Record

Anatomic site of cancer

Histologic type

Grade (G)

Chronology of classification
[ 1 Clinical (use all data prior to first treatment)

Date of classification [ 1 Pathologic (if definitively resected specimen available)
Clin Path DEFINITIONS
Primary Tumor (T)
[ ] [ 1] TX Primary tumor cannot be assessed
[ ] [ 1] TO No evidence of primary tumor
Supratentorial tumor
[ ] [ ] T1 Tumor 5 cm or less in greatest dimension; limited to one side
[ 1] [ 1] T2 Tumor more than 5 cm in greatest dimension; limited to one side
[ 1] [ ] T3 Tumor invades or encroaches upon the ventricular system
[ 1 [ 1 T4 Tumor crosses the midline, invades the opposite hemisphere, or extends infratentorially
Infratentorial tumor
[ ] [ 1] T1 Tumor 3 cm or less in greatest dimension; limited to one side
[ [ ] T2 Tumor more than 3 cm in greatest dimension; limited to one side
[ 1] [ 1] T3 Tumor invades or encroaches upon the ventricular system
[ 1] [ 1] T4 Tumor crosses the midline, invades the opposite hemisphere, or invades supratentorially
Lymph Node (N)
This category does not apply to this site.
Distant Metastasis (M)
[ 1] [ 1] MX  Presence of distant metastasis cannot be assessed
[ ] [ 1 MO No distant metastasis
[] [ ] M1 Distant metastasis
Histopathologic Grade (G)
[ 1 [ 1 GX Grade cannot be assessed
[ 1] [ ] Gl Well differentiated
[ ] [ ] G2 Moderately differentiated
[ ] [ 1] G3 Poorly differentiated
[ ] [ ] G4 Undifferentiated
Clin Path
Stage Grouping
| [ IA Gl Ti MO
| [ IB Gl T2 MO
Gl T3 MQ
| [ G2 T1 MO
| | G2 T2 MO
G2 T3 MO
| it ] G3 T1 MO
] [ ] B G3 T2 MO
G3 T3 MO
I [1 |Iv ol T4 MO
le)) T4 MO
T4 MO Staged by M.D.
Any T MO Registrar
;’\r‘ly AT M1 Date . N
— — (continued on next page)
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BRAIN (continued)

Histopathologic Type
Tumors that are included in the analysis and evaluation are as follows:

Astrocytoma

Oligodendroglioma

Ependymal and choroid plexus tumors

Glioblastoma

Medulloblastoma

Meningiomas, malignant

Neurilemmomas {neurinomas, schwannomas}, malignant
Hemangioblastoma

Neurosarcomas

Other sarcomas

Mlustrations

Size: cm

Weight:

g

Indicate on diagrams the exact location and chasracteristics of tumor.
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LYMPHOMAS

47
Hodgkin’s Disease

A distinctive form of lymphoma, Hodgkin’s disease has
served as a model for treatment trials, for great strides
have been made in therapy for this disease. Staging of
Hodgkin’s lymphoma is not based on the local extent of
disease but rather on its distribution and symptomatol-
ogy. The classic TNM system is not useful for staging
Hodgkin’s disease. It is usually not possible to determine
the primary tumor site. When the patient presents, the
disease is often widely disseminated. Important for stag-
ing is the evaluation of many organs and groups of lymph
nodes for tumor involvement. The disease is often asso-
ciated with unusual immunologic abnormalities and a
diversity of histologic changes. Staging is considered crit-
ical for patient management.

ANATOMY

The major lymphatic structures include groups and
chains of lymph nodes, the spleen, and the thymus
gland. The digestive system is also an important lym-
phoid organ that has collections of lymphoid tissue
known as Waldeyer’s ring in the oropharynx, Peyer’s
patches in the ileum, and lymphoid nodules in the
appendix. Hodgkin’s disease can involve almost any
organ or tissue, especially the liver, bone marrow, and
spleen, in addition to the lymph nodes.

RULES FOR CLASSIFICATION

Clinical Staging. The clinical stage is determined by
obtaining an adequate initial biopsy, history, physical
examination, laboratory tests, and imaging studies. Such
studies usually establish the diagnosis and histologic type
of Hodgkin’s disease. Histologic confirmation is essential.
All symptoms should be recorded, especially fever and
weight loss.

Pathologic Staging, Pathologic staging depends on one
or more lymph node biopsies, bone marrow biopsy, and,
if the result will influence therapy, a laparotomy, which
would include liver biopsy, splenectomy, and multiple
nodal biopsies to assess distribution of the abdominal dis-
ease. Involved organs and sites should be listed.

' STAGE GROUPING
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Stage [V

SYSTEMIC SYMPTOMS

Each stage is subdivided into “A” and “B” categories, “B”
for those with defined systemic symptoms and “A” for
those without. The B designation is given to those
patients with (1) unexplained loss of more than 10% of
body weight in the 6 months before diagnosis; (2) unex-
plained fever with temperatures above 38 C; and (3)
drenching night sweats. Pruritus alone does not qualify




for B classiftcation, nor does a short febrile illness associ-
ated with an infection.*

* Note: Pruritus as a systemic symptom remains contro-
versial. This symptom is hard to define quantitatively
and uniformly, but when it is recurrent, generalized, and
otherwise unexplained, and when it ebbs and flows par-
allel to disease activity, it may be the equivalent of a B

symptorm.

HISTOPATHOLOGIC TYPE

Hodgkin’s disease is divided into four major histologic
types and “unclassified.” These types should be recorded
because they have prognostic significance. They are:

Nodular sclerosis
Lymphocyte predominance
Mixed cellularity

MANUAL FOR STAGING OF CANCER

Lymphocyte depletion
Unclassified

Histologic classification should be based on paraffin-
embedded hematoxylin and eosin-stained sections.
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HODGKIN'’S DISEASE

Data Form for Cancer Staging

Patient identification

Name Hospital or clinic
Address Address

Hospital or clinic number

Age Sex Race

Oncology Record

Anatomic site of cancer

Institution identification

Histologic type Chronology of classification
Grade (G) [ 1 Clinical (use all data prior to first treatment)
Date of classification [ ] Pathologic (if definitively resected specimen available)
Clin path | DEFINITIONS
Stage Grouping
7 [ 1] Stage :ment of single lymph node region (I) or localized involvement of a single extralymphatic organ or site (Ig).
fusl 6 ] Stage 'ment of two or more lymph node regions on the same side of the diaphragm (II) or localized involvement
zle associated extralymphatic organ or site and its regional lymph node(s) with or without involvement of
I " egions on th - of the diaphragm (II;).
1 of lymph 1 involved may be indicated by a subscript (e.g., IIs).
.50 [ ment of lymph node reg a sides of the diaphragm (11I), which may also be accompanied by
d involvement of an associated extralymphatic organ or site (IIlg), by involvement of the spleen {1115}, or
Ig.s)-
[ 1] [ ] Stage nated (mult lvement of ¢ extralymphe with or with ed lymph
volvement, xtralymphai olvement w non-region: rolvement.
Staged by M.D.
Registrar
Date
Histopathologic Type
Hodgkin’s disease is divided into four major histologic types and
“unclassified.” These types should be recorded because they have
prognostic significance. They are:
Nodular sclerosis
Lymphocyte predominance
Mixed cellularity
Lymphocyte depletion
Unclassified
Histologic classification should be based on paraffin-embedded
hematoxylin and eosin-stained sections.
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Non-Hodgkin’s Lymphoma

The histologic classification of the non-Hodgkin’s lym-
phomas has been an area of considerable controversy.
Currently, various competing classifications are in use,
including those of Rappaport, Lukes and Collins, WHO,
Dorfman, Kiel, and the British National Lymphoma
Investigation Group. In an effort to bring some unifor-
mity to the classification of these disorders, an interna-
tional panel of expert pathologists has generated a
Working Formulation, which attempts to provide a
means of interpretation of these somewhat divergent
classification schemes. This formulation provides a useful
format in which to discuss the staging and workup of
these lymphomas.

The anatomic staging system currently used was de-
veloped for Hodgkin’s disease and has been extended to
the non-Hodgkin’s lymphomas, although it is more di-
rectly applicable to Hodgkin’s disease. As a result, some
difficulties arise in some instances when attempting to
apply traditional staging systems to non- Hodgkin’s lym-
phomas. However, in the main it has proved to be a
workable system and has the advantage of being similar
to that used in Hodgkin’s disease and thus familiar.

The TNM classification is not a workable system for
staging the malignant lymphomas, however. The site of
origin of these diseases is often unclear, and there is no
way to differentiate among T, N, and M. In non-
Hodgkin’s lymphomas, the pattern of node involve-
ment (follicular versus diffuse) and the bulk of disease at
individual sites is often more important than anatomic
considerations.

ANATOMY

The major lymphatic structures include groups and
chains of lymph nodes, the spleen, thymus, Waldeyer’s
ring, appendix, and Peyer’s patches. Minor lymphoid col-
lections are widely dispersed in other viscera and tissues,
such as the bone marrow, liver, skin, bone, lung, pleura,
and gonads. Involvement of extranodal sites is more
commonly seen in the non-Hodgkin’s lymphomas than
in Hodgkin’s disease.

RULES FOR CLASSIFICATION

The diagnosis of malignant lymphoma requires the
biopsy of lymph nodes or of an extranodal lymphoid
tumor. Frozen sections are never to be used as a definitive
diagnostic source, and confirmation rests on the review
of the fixed specimen.

Clinical Staging. Staging generally involves a combina-
tion of clinical, radiologic, and surgical procedures, pro-
gressing sequentially from less invasive to more invasive,
necessary to define the final stage and to provide a sound
basis for planning and monitoring therapy. Clinical stag-
ing includes a carefully recorded medical history, physi-
cal examination, urinalysis, chest roentgenography,
blood chemistry studies, complete blood examination,
and bilateral biopsies of the bone marrow. In addition,
most investigators use abdominal computed tomography
(CT) scan to fulfill the mandatory staging requirements.
Other procedures often useful in full staging of patients
include bone roentgenography, technetium 99m-labeled
polyphosphate bone scans, or CT scans of the thorax (if
the initial chest x-ray is abnormal). Additional proce-
dures helpful under certain circumstances include upper
Gl series (if Waldeyer's ring is involved or if the patient
has GI symptoms), lumbar puncture (for patients with
diffuse histologies and bone marrow involvement), ultra-
sonography, gallium scans, and radioisotopic scans of the
spleen and liver. Increasingly, surface marker studies and
studies of immunoglobulin gene rearrangement have
been used to characterize these lymphomas, although
these presently must be thought of as research tools.

Pathologic Staging. Initial diagnosis is almost always
made by surgical biopsy. In addition, biopsy of accessible
extranodal primary tumors is desirable. Extranodal sites
of disease at presentation are seen in about 30% of
patients. About 25% of patients with non-Hodgkin'’s
lymphomas present with evidence of abdominal disease
requiring laparotomy for diagnosis. However, staging lap-
arotomy is not routinely used in this disease and should
only be used when treatment changes would be indi-
cated from the results of the surgery. If liver involvement
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is suspected, it may be biopsied by a percutaneous needle
procedure, or multiple directed biopsies of both lobes
may be obtained using peritoneoscopy. Although a stag-
ing laparotomy is used selectively and only after careful
consideration of its impact on both staging and subse-
quent therapy, when used it should include splenectomy, -
wedge liver biopsy, and biopsies of the perisplenic,
mesenteric, portahepatic, para-aortic, and bilateral iliac
nodes, unless underlying medical problems prohibit such
biopsies.

Retreatment Evaluation. Suspected recurrence or
relapses require biopsy confirmation, particularly if a
complete remission of greater than 1 year has occurred.
Patients may be reevaluated for extent of disease at this
juncture, using the procedures previously outlined for
staging.

STAGE GROUPI

Smgel Involven .y'n'lph nade
(1 of a
atic orgar B):
Stage [1 iph
Nnode regrons Ol mie sS4aine siie - ot T1
diaphragm (II), or localized invol
ment of a single associated extraly

phatic organ or site and its regio.....

nodes with or w ther lymph
node regions on 1 side of the
diaphragm (1Ig).
N f lymph node regions involved
m a subscript (e.g., I13).

Stage Il Involvement of lymph node regions on
both sides of the diaphragm (III) that
may also be accompanied by localized
T extralymy ] ‘an
[llg), by involven he

I5), or both (Ilg,<
Unssenunated (multifocal) involvelnent
of one or more extralymphatic ‘organs
with or without associated lymph node
involvement, or isolated extralym-
1 - with distant

! amernt.

Stage [V

SYSTEMIC SYMPTOMS

Systernic symptoms are not as commonly associated with
the non-Hodgkin’s lymphomas as with Hodgkin’s dis-
ease, and patients with non-Hodgkin’s lymphomas often
have remarkably few symptoms, even though many node
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areas and/or extranodal sites are involved. However,
when systemic symptoms are seen, they do have prog-
nostic significance.

Each stage is subdivided into “A” and “B” categories:
“B” for those with defined systematic symptoms and “A”
for those without. The B designation is given to those
patients with (1) unexplained loss of more than 10% of
body weight in the 6 months before diagnosis; (2) unex-
plained fever with temperatures above 38 C; and (3)
drenching night sweats. Pruritus alone does not qualify
for B classification, nor does a short febrile illness asso-
ciated with an infection.* In addition, an accurate as-
sessment of the performance status (ECOG or
Karnofsky) with allowances for unrelated diseases is
most important.

*Note: Pruritus as a systemic symptom remains contro-
versial. This symptom is hard to define quantitatively
and uniformly, but when it is recurrent, generalized, and
otherwise unexplained, and when it ebbs and flows par-
allel to disease activity, it may be the equivalent of a B
symptomn.

GENERAL CONSIDERATIONS

The anatomic extent of disease in the non-Hodgkin’s
lymphomas is defined by the appropriate sequence of
diagnostic procedures selected for a given histologic sub-
set and a particular individual. The exact sequence of
staging procedures and the magnitude of invasive staging
will rest on the patient’s histology, the therapeutic
approach contemplated, and the stage of disease. No
invasive staging procedure should be used merely to
change the patient’s stage, if that change of stage will not
alter the therapy selected or the outcome of treatment.
There is always some variation—often with good rea-
son—in the degree of completeness and adequacy of the
data used for final staging.

In general, the yield from particular staging proce-
dures depends on the histology of the patient’s lym-
phoma. For instance, in the low-grade or indolent
follicular lymphomas (see Histopathology), some 80%
to 90% of patients will have positive lymphangiograms,
40% will have liver involvement, and more than 40%
will have bone marrow involvement as well. When
comprehensive staging is done on these patients, over
90% have Stage III-1V disease. This high frequency of
advanced disease makes staging laparotomy rarely, if
ever, required in the workup of follicular lymphoma, be-
cause treatment decisions are rarely influenced by the
findings in the majority of patients.

In contrast, in the intermediate- or high-grade lym-
phomas, a much lower incidence of visceral disease is
generally found at initial staging. As an example, some
30% to 40% of patients have positive lymphangio-
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grams, the frequency of positive bone marrows is about
15% to 20%, and about 15% to 20% of liver biopsies are
positive. After final comprehensive staging, about 25%
to 30% of patients with diffuse aggressive lymphoma ap-
pear to have localized (Stage | and II) disease. Again,
the importance of the extent of staging rests on the sub-
sequent therapeutic approaches taken and the success of
that therapy. Comprehensive staging is required if a lo-
calized form of therapy (i.e., involved field irradiation)
is being considered.

CT scans are a useful addition to the staging proce-
dures. They should be done before lymphangiography,
because after lymphangiography the increase in size of
nodes may lead to a false CT. Moreover, foci of lym-
phoreticular disease in the para-aortic region above the
level of the second lumbar vertebra, in the portahepatic,
splenic hilus, mesentery, gut wall, and retrocrural nodes,
and in other sites in the abdomen cannot be demon-
strated by lymphangiography. On the other hand, CT
scanning is unable to detect small defects in otherwise
normal-sized nodes. Thus, a complementary role of CT
scanning and lymphangiography is seen in the non-
Hodgkin’s lymphomas.

HISTOPATHOLOGIC TYPE

Although individual institutions and particular patholo-
gists may use one of the many classifications of these
lymphomas mentioned earlier (see Introduction), the
corresponding Working Formulation equivalent should
be identified so that interinstitutional comparisons can
be made and accurate staging approaches selected. The
Working Formulation is listed below. It should be noted
that the term non-Hodgkin’s lymphoma is not used, fol-
licular is used rather than nodular, and surface markers
are not required.

HISTOPATHOLOGIC GRADE (G)

Working Formulation

I. Low-grade malignant lymphoma
A. Small lymphocytic
B. Follicular, predominantly small cleaved cell
C. PFollicular mixed, small and large cell
[I. Intermediate-grade malignant lymphoma
D. Follicular, predominantly large cell
E. Diffuse small cleaved cell
E Diffuse mixed, small and large cell
G. Diffuse large cell, cleaved or noncleaved
III. High-grade malignant lymphoma
H. Diffuse large cell immunoblastic
[.  Lymphoblastic (convoluted or nonconvoluted)
J.  Small noncleaved cell (Burkitt's or non-
Burkitt’s)
IV. Miscellaneous
Composite
Mycosis fungoides
Other
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Data Form for Cancer Staging

Institution identification
Hospital or clinic

Patient identification

Name

Address Address -
Hospiral or clinic number

Age Sex Race

Oncology Record

Anatomic site of cancer
Histologic type Chronology of classification

Grade (G) [ ] Clinical (use all data prior to first treatment)
Pathologic (if definitively resected specimen available)

Date of classification [ ]

Clin Path DEFINITIONS
Staage Grouping

[ 1] (%] Stage :ment of single lymph node region (I) or localized involvement of a single extralymphatic organ or site (Ig).
[ ] (=] Stage :ment of two or more lymph node regions on the same side of the diaphragm (I), cr localized involvement
gle associated extralymphatic organ or site and its regional nodes with or without other lymph node

on the same side of the diaphragm (IIg).

The number of lymph node regions involved m:

[ ] [ Stage :ment of lymph node regions on both sides of the ol by

d involvement of an extralymphatic organ or site {1lig), by involvement ot the spleen (llls), or both

Lied [ Strage retralympha dlymph
olvement w lvement.

Staged by M.D.
Registrar

Date
Histopathologic Type

While individual institutions and particular pathologists may use one of the many classifications of these lymphomas mentioned earlier (see
Introduction), the corresponding Working Formulation equivalent should be identified so that interinstitutional comparisons can be made and accurate
staging approaches selected. The modified Working Formulation is listed below. It should be noted that the term non-Hodgkin’s lymphoma is not used,
follicular is employed rather than nodular, and surface markers are not required.

Histopathologic Grade (G)
Working Formulation
[. Low-Grade Malignant Lymphoma
A. Small lymphocytic
B. Follicular, predominantly small cleaved cell
C. Follicular mixed, small and large cell
II. Intermediate-Grade Malignant Lymphoma
D. Follicular, predominantly large cell
E. Diffuse small cleaved cell
F. Diffuse mixed, small and large cell
G. Diffuse large cell, cleaved/noncleaved
II. High-Grade Malignant Lymphoma
H. Diffuse large cell immunoblastic
I.  Small noncleaved cell (Burkitt's/non-Burkitt’s)
J. Lymphoblastic (convoluted/nonconvoluted)
IV. Miscellaneous
Composite
Mycosis fungoides
Other
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PEDIATRIC CANCERS

Pediatric tumors are classified according to the recommendations of the Societe Internationale
d’Oncologie Pediatrique (SIOP). The TNM classification used in this edition of the Manual for
pediatric tumors is the same as that published in-the 1988 edition. Tumors are staged clinically
before definitive treatment and pathologically after examination of the resected specimen. The
prognosis of childhood cancers has improved dramatically in the last 15 years. In clinical trials
and cooperative group protocols, a different or modified staging classification may be used.

Malignant tumors of childhood include neuroblastomas, nephroblastomas or Wilms’ tumor,
and the soft tissue sarcomas, which include the rhabdomyosarcomas. Neuroblastomas are the most
common tumor found at birth. Nephroblastomas have had over 75 synonyms, which will not be
listed. Rhabdomyosarcoma is the most common soft tissue sarcoma of childhood.

These pediatric cancers may be present at birth or may develop during the first several years
of life. Some pediatric cancers, especially Wilms’ tumor, may be associated with congenital anom-
alies in other organs. Cancers in children are staged the same as in adults, except in one respect.
For children, it is necessary to include a category for those cases in which a surgical exploration was
carried out and a nonresectable tumor found. Such cases are designated with a “c” in the T cate-
gory; for example, pT3c means that a nonresectable tumor was found on surgical exploration. The
other two staging elements—that is, the N and M—are completed and the stage assigned according
to all three categories.

49
Nephroblastoma (Wilms’ Tumor)

C64.9 Kidney

Nephroblastoma, or Wilms’ tumor, most commonly  Regional Lymph Nodes. The regional lymph nodes are:

occurs in the kidney of young children, sometimes bilat-
erally. Histologically, these tumors are often mixed; that
is, composed of stromal and epithelial derivatives in vari-
ous stages of differentiation. Nephroblastomas are most
commonly seen in children under age 8 years, with peak
incidence occurring in the second year of life. Bilateral
and familial nephroblastomas tend to occur at a younger
age than nephroblastomas in general. The younger the
child, the better the prognosis. Nephroblastomas typi-
cally present as an abdominal mass; plasma and urine
erythropoietin levels are commonly elevated. Treatment
for these cancers has improved dramatically in the past
15 years. These tumors are staged clinically and patho-
logically.

ANATOMY

Primary Site. Nephroblastomas arise from the kidneys.
These tumors may be bilateral and multiple.

the hilar nodes, the para-aortic nodes, and the paracaval
nodes located between the diaphragm and the bifurca-
tion of the aorta. All other lymph nodes involved are
considered distant metastases and must be coded as M1.

Metastatic Sites. Distant metastases are most common in
the lungs, liver, and regional lymph nodes. Tumor may also
extend along the renal vein and the inferior vena cava.
Involvement of the opposite kidney is classified as T4.

RULES FOR CLASSIFICATION

This classification applies only to nephroblastoma (Wilms’
tumor).

Clinical Staging. Clinical classification is based on the
surface area of the primary tumor as revealed by imaging,
whether tumor occurs bilaterally or unilaterally, and
whether or not the tumor has broken through and rup-
tured its capsule. Extension of the tumor through its cap-




sule worsens the prognosis. Clinical classification is
based on evidence acquired from clinical, radiologic,
endoscopic, and other relevant studies prior to the deci-
sion about definitive treatment. When TNM is used
without a prefix, it implies clinical classification (CTNM).

Pathologic Staging. Pathologic classification is based on
regional extension beyond the confines of the kidney.
This is determined by evidence acquired prior to the
decision about definitive treatment and is supplemented
or modified by the additional evidence acquired from
definitive surgery and from the examination of the
resected specimen.

DEFINITION OF TNM
Clinical Classification (cTNM)
Primary Tumor (cT)

TX Primary tumor cannot be assessed

TO No evidence of primary tumor

T1 Unilateral tumor 80 cm? or less in area (including
the kidney)*

T2 Unilateral tumor more than 80 cm? in area
(including the kidney)*

T3  Unilateral tumor rupture before treatment

T4 Bilateral tumors

*Note: The area is calculated by multiplying the vertical
and horizontal dimensions of the radiologic shadow of
the tumor and kidney.

Regional Lymph Nodes (cN)

NX Regional lymph nodes cannot be assessed
NO No regional lymph node metastasis
N1 Regional lymph node metastasis

Distant Metastasis (cM)

MX  Presence of distant metastasis cannot be assessed
MO No distant metastasis
M1 Distant metastasis

Pathologic Classification (pTNM)
Primary Tumor (pT)

pIX Primary tumor cannot be assessed

pTO No evidence of primary tumor

pTl Intrarenal tumor completely encapsulated; exci-
sion complete and margins histologically free

pI2 Tumor invades beyond the capsule or renal
parenchyma*; excision complete

pI3 Tumor invades beyond the capsule or renal
parenchyma*; excision incomplete or preoper-
ative or operative rupture

pl3a Microscopic residual tumor limited to

the tumor bed
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pI3b Macroscopic residual tumor or spillage or
malignant ascites
pT3c Surgical exploration; tumor not resected
pT4 Bilateral tumors

*Note: This includes breach of the renal capsule or
tumor seen microscopically outside the capsule; tumor
adhesions microscopically confirmed; infiltrations of or
tumor thrombus within the renal vessels outside the kid-
ney; and infiltration of the renal pelvis and/or ureter,
peripelvic, and pericalyceal fat.

Regional Lymph Nodes (pN)

pNX  Regional lymph nodes cannot be assessed
pNO  No regional lymph node metastasis
pN1  Regional lymph node metastasis

pNla Regional lymph node metastasis completely
resected

pN1b  Regional lymph node metastasis incompletely
resected

Distant Metastasis (pM)

pMX  Presence of distant metastasis cannot be assessed
pMO  No distant metastasis
pM1  Distant metastasis

CLINICAL STAGE GROUPING (¢cTNM)

Stage T1 NO MO
Srage || T2 NO MO
Stage I1I T1 NI MO
IR pD
T3 . AnyN 1
Stage INVA: - T1, AnyN 1
T2- AnyN 1
T3 AnyN Ml

Stage IVB. T4 AnyN AnyM

PATHOLOGIC STAGE GROUPING (pTNM)

Stage | pTl pNO Mo*
Stage 11 pll pNla MO
pT2 pNO MO
pl2 pNla MO
Sta g¢ pT.?l d DNO MO
pT3a MO
Stage IIIB pTl MO
pl2 MO
pl3a pNIlb MO
pI3b  AnypN MO
pl3c  AnypN MO

led on ne
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pT1 AnypN Ml

Stage IVA

pl2 Ml
pl3a M1
pI3b M1
pl3c AnypN Ml

Stage IVB  pT4 AnypN Any M

*Note: For pathologic stage grouping, a clinical M
eptable.

HISTOPATHOLOGIC TYPE

These are a distinctive group of tumors that show various
histologies, differentiation, and components. A number
of synonyms include angiomyosarcoma, adenosarcoma,
mesoblastic nephroma, and embryoma. The various syn-
onyms, of which there are over 75, reflect the different
tissue components that may be present.

NATIONAL WILMS’ TUMOR STUDY
GROUP (NWTSG)

Most children with Wilms’ tumor treated in the United
States are staged and treated on the basis of the
NWTSG protocol. The pathologic stage grouping is
identical to that of the AJCC, with the only exception
being a separate category (Stage 1V) for bilateral Wilms'’
tumot.
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Data Form for Cancer Staging

Patient identification

Name

Institution identification
Hospital or clinic I

Address

Hospital or clinic number
Race

Age

Address .

Sex

Oncology Record

Anatomic site of cancer
Histologic type
Grade (G)

Chronology of classification

[ ] Clinical (use all data prior to first treatment)

Date of classificarion

[ 1 Pathologic {if definitively resected specimen available)

Clin Path
[ ] (]
[1 (]
[] (1]
[ ] []
(1] (1]
[] [ ]
[ ] []
[ ] L1
(] [1
[] [ 1
(] []
(1 [1]
[ ] [1
[] [ ]
[] [ ]
(] []
[ [ 1]
(1 (1
[] [ ]
[ ] {]
(1 {1
{1 {1
[ ] [ ]
[ 1 [ ]
[] [
{1 [ 1]
{1 (!
(1 [ ]
(1] 11

DEFINITIONS

Primary Tumor (T)
TX  Primary tumor cannot be assessed
TO No evidence of primary tumor

T1 Unilateral tumor 80 cm? or less in area (including kidney)*
T2 Unilateral tumor more than 80 cm® in area (including kidney)*
T3 Unilateral tumor rupture before treatment

T4 Bilateral tumors
* Note: The area is calculated by multiplying the vertical and horizontal dimensions of the radiologic shadow of the tumor
and kidney.

Lymph Node (N)

NX  Regional lymph nodes cannot be assessed
NO  No regional lymph node metastasis

N1 Regional lymph node metastasis

Distant Metastasis (M)

MX  Presence of distant metastasis cannot be assessed
MO No distant metastasis
M1 Distant metastasis

Primary Tumor (pT)
pTX  Primary tumor cannot be assessed
pT0  No evidence of primary tumor
pT1  Intrarenal tumor completely encapsulated; excision complete and margins histologically free
pT2  Tumor invades beyond the capsule or renal parenchyma;* excision complete
pT3  Tumor invades beyond the capsule or renal parenchyma;* excision incomplete or preoperative or operative rupture
pT3a Microscopic residual tumor limited to tumor bed
pT3b  Macroscopic residual tumor or spillage or malignant ascites
pT3c  Surgical exploration only, tumor not resected
pT4  Bilateral cumors
* Note: This includes breach of the renal capsule or tumor seen microscopically outside the capsule; tumor adhesions
microscopically confirmed; infiltrations of or tumor thrombus within the renal vessels outside the kidney; and infiltration of the
renal pelvis and/or ureter, peripelvic, and pericalyceal fat.

Lymph Node (pN)

pNX  Regional lymph nodes cannot be assessed

pNO  No regional lymph node metastasis

pNI  Regicnal lymph node metastasis
pNia Regional lymph node metastasis completely resected
pN1b Regional lymph node metastasis incompletely resected

Distant Metastasis (pM)

pMX  Presence of distant metastasis cannot be assessed
pMO  No distant metastasis
pM1  Distant metastasis

(continued on next page)
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| Clin Path
Clinical Stage Grouping (cTNM)
[ [ 1 iL) NO MO
[™] [ 101 T2 NO MO
[ 1 [i] i Tl N1 MO
2 MO
= MO
[Rd S SEs 1 M1
' 2 M1
3 M1
[ ] [ 1] IVB T4 Any N Any M
Pathologic Stage Grouping (pTNM)
[N] = I pll pNO MO
[ (1 |1 pTl pNla MO
pl2 pNO MO
vl2 ni1a MO
[ ] [ ] HIA pT3a - pNO MO
. pT3a pNla MO
[ 1] [ 1] B pTl pN1b MO
o A pN1b MO
pl3a pNIb =~ Mo
pI3b = AnypN MO
pT3c Any pN MO
[ ] I IVA  pT1 Any pN M1
pl2 Any pN M1
pTia Any pN M1
pT3b Any pN Ml
=T3¢ Any pN I
{1 [ ] 4 Any pN
Staged by M.D.
Registrar
Date

Histopathologic Type .
These are a distinctive group of tumors that show various histologies, differentiation, and components. A number of synonyms include angiomyosarcoma,
adenosarcoma, mesoblastic nephroma, and embryoma. The various synonyms, of which there are over 75, reflect the different tissue components that

may be present.
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Neuroblastoma

Neuroblastomas usually arise from the adrenal glands.
These tumors are highly malignant, with a 5-year sur-
vival of approximately 30% when discovered in the first
year of life. Spontaneous regression of neuroblastomas
does occur, especially in very young infants. For this rea-
son, these tumors are of great interest to oncologists and
medical scientists. Neuroblastomas are almost always
found in children under age 8 years. These tumors may
elaborate epinephrine and norepinephrine. Neuroblasto-
mas can cause widespread and rapid metastases. Clinical
manifestations vary, depending on the tumor site and
extent. In addition to staging, a number of prognostic
factors have been identified for neuroblastoma. As a
prognostic indicator, amplification of the c-myc onco-
gene is under extensive study. In the future, the extent of
amplification may be incorporated formally into the
staging system.

ANATOMY

Primary Site. Neuroblastomas usually originate in
the adrenal medulla. However, they may be found at
other sites; for example, in the posterior mediastinum
or anywhere along the course of the sympathetic
chain, from the cervical region to the pelvis. These
tumors may be multicentric in origin.

Regional Lymph Nodes. The regional lymph nodes are
defined as follows:

Cervical region: cervical and supraclavicular nodes

Thoracic region: intrathoracic and infraclavicular nodes

Abdominal and pelvic regions: subdiaphragmatic,
intra-abdominal, and pelvic nodes, including the
external iliac nodes

Other regions: the appropriate regional lymph nodes

Metastatic Sites. Metastases are usually found in the
liver, orbit, and bones, although nearly every organ can
be affected. When the tumor develops in utero, the pla-
centa may also be involved.

RULES FOR CLASSIFICATION

Clinical Staging. Because it is often impossible to dif-
ferentiate between the primary tumor and the adja-
cent lymph nodes, the T assessment relates to the
total mass. When there is doubt about multicentricity
and metastasis, the latter is presumed. Size is esti-
mated clinically or radiologically; for classification,
the larger measurement should be used. There should
be histologic confirmation of the disease and/or con-
firmation by biochemical tests.

Pathologic Staging. All clinical data and that found on
examination of the surgically resected specimen is to be

used. Definitions of pTNM differ from cTNM.

DEFINITION OF TNM
Clinical Classification (cTNM)
Primary Tumor (T)

TX  Primary tumor cannot be assessed

TO No evidence of primary tumor

T1 Single tumor 5 cm or less in greatest dimension

T2 Single tumor more than 5 ¢cm but not more than
10 cm in greatest dimension

T3 Single tumor more than 10 cm in greatest dimen-
sion

T4 Multicentric tumors occurring simultaneously

Regional Lymph Nodes (N)

NX Regional lymph nodes cannot be assessed
NO  No regional lymph node metastasis
NI Regional lymph node metastasis

Distant Metastasis (M)

MX  Presence of distant metastasis cannot be assessed
MO No distant metastasis
M1 Distant metastasis
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DEFINITION OF TNM

Pathologic Classification (pTNM)
Primary Tumor (pT)

pIX Primary tumor cannot be assessed
pI0 No evidence of primary tumor
pI'l Excision of tumor complete and margins histo-
logically free
pI2 The category does not apply to neuroblastoma
pI3 Residual tumor
pT3a  Microscopic residual tumor
pI3b Macroscopic residual tumor or grossly
incomplete excision
pT3c  Surgical exploration tumor not resected
pT4 Multicentric tumors

Regional Lymph Nodes (pN)

pNX  Regional lymph nodes cannot be assessed
pNO  No regional lymph node metastasis
pN1 Regional lymph node metastasis

pNla Regional lymph node metastases com-
pletely resected

pN1b Regional lymph node metastases incom-
pletely resected

Distant Metastasis (pM)

pMX  Presence of distant metastasis cannot be assessed
pMO  No distant metastasis
pM1  Distant metastasis

CLINICAL STAGE GROUPING (cTNM)
Stage | T1 NO MO

Stage 11 T2 NO - MO
Stage III T1 NI MO
T2 NI MO
T3 MO
Stage IVA T1 AnyN Ml

T2 AnyiN. Ml
T3 AnyN Ml
Stage [VB T4

PATHOLOGIC STAGE GROUPING (pTNM)

Stage | pTl pNO MO*
Stage 11 pT1 pNla MO
Stage [IIA° pT3a  pNO MO
pI3a pNla MO
Stage lIIB pT1 pN1b MO
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pl3a pNIlb MO
pI3b  AnypN MO
pl3¢c  AnypN MO
Stage IVA  pTl Any pN M1
pl3a AnypN Ml
pI3b AnypN Ml
pl3c AnypN Ml
e IVB Any pd M
e: For pa stage grot linical M

:eptable.

HISTOPATHOLOGIC TYPE

Depending on the extent of cellular differentiation,
these tumors can be designated by several terms, includ-
ing sympathicoblastomas, sympathicogoniomas, malig-
nant ganglioneuromas, and gangliosympathicoblastomas.
Ganglioneuroma, apparently a well-differentiated neuro-
blastoma, is also covered by this staging classification,
even though it behaves in a benign manner.
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NEUROBLASTOMA

Data Form for Cancer Staging

Patient identification
Name

Institution identification
Hospital or clinic

Address

Address

Hospital or clinic number
Race

Age Sex

Oncology Record

Anatomic site of cancer

Histologic type

Grade (G)

Date of classification

Chronology of classification
[ ] Clinical (use all data prior to first treatment)
[ ] Pathologic (if definitively resected specimen available)

Clin Path

Lymph Node (N)

NX  Regional lymph nodes cannot be assessed
NO No regional lymph node metastasis

N1 Regional lymph node metastasis

Distant Metastasis (M)

MX  Presence of distant metastasis cannot be assessed
MO No distant metastasis

M1 Distant metastasis

Primary Tumor (pT)
pTX  Primary tumor cannot be assessed
pT0  No evidence of primary tumor
pTl  Excision of tumor complete and margins histologically free
pT2  The category does not apply to neuroblastoma
pT3  Residual tumor
| pT3a Microscopic residual tumor
pI3b Macroscopic residual tumor or grossly incomplete excision
| pT3c  Surgical exploration tumor not resected
pT4  Multicentric tumors

Lymph Node (pN)

pNX  Regional lymph nodes cannot be assessed

pNO  No regional lymph node metastasis

pNI  Regional lymph node metastasis
pNla Regional lymph node metastases completely resected
pNIib Regional lymph node metastases incompletely resected

Distant Metastasis (pM)
pMX  Presence of distant metastasis cannot be assessed

pMO  No distant metastasis
| pM1  Distant metastasis
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DEFINITIONS

Primary Tumor (T)

TX  Primary tumor cannot be assessed

TO No evidence of primary tumor

Tl Single tumor 5 cm or less in greatest dimension

T2 Single tumor more than 5 cm but not more than 10 cm in greatest dimension
T3 Single tumor more than 10 em in greatest dimension

T4 Multicentric tumors occurring simultaneously

{continued on next page)
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NEUROBLASTOMA (continued)

Clin Path
Clinical Stage Grouping (cTNM)
[1 [ ] 1 Ti NO MO
[] [ 1] 1 T2 NO MO
[ 1] [ 1] Il 4 i N1 MO
T2 N1~ MO
T3 Any N MO
[ ] [1 [IVA Ti Any N M1
T2 Any N Ml
) T3 AnyN Ml
[ 1] [ ] IVB - T4 Any N AnyM
Pathologic Stage Grouping (pTNM)
[ ] [ ] I pTI pNO MO
[ 1] [ 1 11 pTt pNia MO
[1] [ ] A~ pT3a pNO Mo
pl3a pNla MO
[ 1] bl 1B pTl pN1b MO
plia pN1b MO
pl3h Any pN MO
pldc Any pN MO
| | [ ] IVA  pTl Any pN M1
pT2 Any pN M1
pT3a Any pN M1
pT3b Any pN Ml
pTic Any phN
[ 1] [ ] IVB  pT4 Any pN
Staged by M.D.
Registrar
Date

Histopathologic Type

These tumors can be designated by several terms, including sympathicoblastomas, sympathicogoniomas, malignant ganglioneuromas, and
gangliosympathicoblastomas, depending on the extent of cellular differentiation. Ganglioneuroma, which apparently is a well differentiated

neuroblastoma, is also covered by this staging classification, even though it behaves in a benign fashion.
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Soft-Tissue Sarcoma—Pediatric

Malignant soft-tissue tumors can occur in infants and in
children. Found in many sites, these tumors include vari-
ous histologic types. The most important is the embry-
onic rhabdomyosarcoma, or sarcoma botryoides, which
can arise in numerous organs. Some histologic types of
sarcomas are found only in children. These tumors com-
monly have an embryonic appearance histologically, and
usually are highly malignant. These tumors can be staged
clinically and pathologically.

ANATOMY

Primary Site. Soft-tissue sarcomas can involve
nearly all anatomic sites. In children, these tumors
may even affect unusual sites, such as the vagina or
extrahepatic bile ducts, which are rarely involved in
adults.

The primary tumor site should be indicated according
to the following notations:

ORB  Orbit

HEA Head and neck

LIM  Limbs

PEL  Pelvis (including walls, genital tract, and vis-
cera)

ABD  Abdomen (including walls and viscera)

THO Thorax (including walls, diaphragm, and vis-
cera)

OTH Other

Regional Lymph Nodes. The regional lymph nodes are
those appropriate to the location of the primary tumor,
as in the following:

Head and neck: cervical and supraclavicular lymph
nodes

Abdominal and pelvic: subdiaphragmatic, intra-abdomi-
nal, and ilioinguinal lymph nodes

Upper limbs: ipsilateral epitrochlear and axillary
lymph nodes

Lower limbs: ipsilateral popliteal and inguinal lymph
nodes

In the case of unilateral tumors, all contralateral in-
volved lymph nodes are considered distant metastases

and should be coded as M1.

Metastatic Sites. Because these tumors are found in
many sites, they can involve numerous organs either by
direct extension or by distant spread, usually through the
bloodstream.

RULES FOR CLASSIFICATION

Clinical Staging. There is a clinical and pathologic
TNM classification for pediatric soft-tissue tumors.
Clinical staging is based on clinical examination,
including imaging and laboratory studies.

Pathologic Staging. Pathologic classification is based on
information obtained from pretreatment clinical classifi-
cation and from surgery and pathologic examination of
the resected specimen.

The classification for soft-tissue sarcomas is designed
to apply primarily to rhabdomyosarcomas in childhood,
but it may also be used for other soft-tissue sarcomas. In
rhabdomyosarcoma, bone marrow examination is rec-
ommended.

There should be histologic verification of the disease.

DEFINITION OF TNM
Clinical Classification (cTNM)
Primary Tumor (T)

TX  Primary tumor cannot be assessed
TO No evidence of primary tumor
T1 Tumor limited to the organ or tissue of origin
Tla Tumor 5 cm or less in greatest dimension
T1b Tumor more than 5 cm in greatest dimension
T2 Tumor invades contiguous organ(s) or tissue(s) and/
or with adjacent malignant effusion
T2a Tumor 5 cm or less in greatest dimension
T2b Tumor more than 5 cm in greatest dimen-
sion
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Note: The categories T3 and T4 do not apply. The exis-
tence of more than one tumor generally is considered as
a primary tumor with distant metastases.

Regional Lymph Nodes (N)

NX Regional lymph nodes cannot be assessed
NO No regional lymph node metastasis
N1 Regional lymph node metastasis

Distant Metastasis (M)

MX  Presence of distant metastasis cannot be assessed
MO No distant metastasis
M1 Distant metastasis

DEFINITION OF TNM
Pathologic Classification (pTNM)
Primary Tumor (pT)

pIX Primary tumor cannot be assessed
pT0 No evidence of primary tumor
pT1l Tumor limited to the organ or tissue of origin;
excision complete and margins histologically
free
pT2 Tumor invades beyond the organ or tissue of ori-
gin; excision complete and margins histologi-
cally free
pIT3 Tumor invades beyond the organ or tissue of ori-
gin; excision incomplete
pl3a Microscopic residual tumor
pI3b Macroscopic residual tumor or adjacent
malignant effusion

pI3c Surgical exploration tumor not resected

Regional Lymph Nodes (pN)

pNX Regional lymph nodes cannot be assessed
pNO No regional lymph node metastasis
pN1 Regional lymph node metastasis

pNla Regional lymph node metastasis com-
pletely resected

pN1b Regional lymph node metastasis incom-
pletely resected

Distant Metastasis (pM)

pMX  Presence of distant metastasis cannot be assessed
pMO No distant metastasis
pM1 Distant metastasis

MANUAL FOR STAGING OF CANCER

CLINICAL STAGE GROUPING (cTNM)

ification

I Tla NO MO

T1b NO MO

IERSS2a NO MO

T2b NO MO

Stagelll AnyT NI MO
Stage V. AnyT AnyN Ml

en the regional lymph nodes cannot be as-
clinically or radiologically, NX should be

lered NO in Stages 1 and II. Furthes
are required to determine the exact significance o1

NO, N1, and N

PATHOLOGIC STAGE GROUPING ({pTNM)

Stage | pT1 pNO MO*
Stage 11 pll pNla MO
pl2 MO
pT2 MO
HIA  pT3a MO
pT3a pNla MO
Srage [1IB pT3b AnypN MO
pl3c AnypN MO
vy of L SN MO
IV Any pT [ Ml

: For pathologic stage grouping, a clinical M
is acceptable.

HISTOPATHOLOGIC TYPE

Histology can include the soft-tissue tumors found in
adults. In general, soft-tissue sarcomas are relatively rare
in children. Some sarcomas—for instance, osteogenic
sarcomas found in children and young adolescents—are
classified under the musculoskeletal system.
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SOFT-TISSUE SARCOMA—PEDIATRIC

Data Form for Cancer Staging

Patient identification Institution identification
Name Hospital or clinic

Address Address

Hospital or clinic number . e
Age Sex Race

Oncology Record

Anatomic site of cancer
Histologic type Chronology of classification

Grade (G) [ ] Clinical (use all data prior to first treatment)
[ 1 Pathologic (if definitively resected specimen available)

Date of classification

Clin path | DEFINITIONS
Primary Tumor (T)

[ ] [ 1 TX Primary tumor cannot be assessed
[ 1] [ ] TO No evidence of primary tumor
[ ] [ 1] T1 Tumor limited to the organ or tissue of origin
[ 1] [ 1] Tla  Tumor 5 cm or less in greatest dimension
[ 1 [ 1] TI1b  Tumor more than 5 cm in greatest dimension
[ 1] [ 1 T2 Tumor invades contiguous organs or tissue(s) and/or with adjacent malignant effusion
[ 1 [ 1] T2a  Tumor 5 cm or less in greatest dimension
[ 1 [ ] T2b  Tumor more than 5 cm in greatest dimension
Lymph Node (N)
[ ] [ 1] NX  Regional lymph nodes cannot be assessed
[ 1] [ 1 NO No regional lymph node metastasis
[ [ 1] N1 Regional lymph node metastasis
Distant Metastasis (M)
[1] [1] MX  Presence of distant metastasis cannot be assessed
[ ] [ ] MO  No distant metastasis
[ ] [ ] Ml Distant metastasis

Primary Tumor (pT)
pTX  Primary tumor cannot be assessed
pTO  No evidence of primary tumor
pT1  Tumor limited to organ or tissue of origin; excision complete and margins histologically free
pT2  Tumor invades beyond the organ or tissue of origin; excision complete and margins histologically free
pT3  Tumor invades beyond the organ or tissue of origin; excision incomplete
pT3a Microscopic residual tumor
pT3b Macroscopic residual tumor or adjacent malignant effusion
pT3c  Surgical exploration tumor not resected

Lymph Node (pN)

pNX  Regional lymph nodes cannot be assessed

pNO  No regional lymph node metastasis

pN1  Regional lymph node metastasis
pNla Regional lymph node metastasis completely resected
pN1b Regional lymph node metastasis incompletely resected

Distant Metastasis (pM)

" —— —— — — ——

[ | ] pMX  Presence of distant metastasis cannot be assessed
{1 { ] pMO  No distant metastasis
[ [ ] pM1  Distant metastasis

(continued on next page)
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SOFT-TISSUE SARCOMA—PEDIATRIC (continued)

Clin Path |
Clinical Stage Grouping (cTNM)
L) [ 1] 1 Tla 1 MO
Tih i MO
(=0 [ ] 11 T2a i MO
T2b i MO
i1 [ ] 111 Any T i MO
[ 1] 1] [V Any T e M1
Pathologic Stage Grouping (pTNM)
[ 1] [ pT1 pNO MO
[ [ ] 11 pll piNla MO
pl2 pNO MO
pTZ pNla MO
[ 1 [ 1] A pT3a pNO Mo
© pT3a pNla MQ
[1 [1] 1B pTib Any pN MO
plic Any pN MO
Any pT pN1b MO
[3%] | [ 1 v Any pT Any pN Ml

Staged by M.D.
Registrar

Date

Histopathologic Type

Histology can include the soft-tissue tumors that are found in adults. In general, soft-tissue sarcomas are relatively rare in children. Some sarcomas, for
instance, osteogenic sarcomas that are found in children or young adolescents, are classified under the Musculoskeletal System.
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