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104.00 Cardiovascular System

104.00 Cardiovascular System

A General

1. What do we mean by a cardiovascular impairment?

a. We mean any disorder that affects the proper functioning of the heart
or the circulatory system (that is, arteries, veins, capillaries, and the lymphatic
drainage). The disorder can be congenital or acquired.

b. Cardiovascular impairment results from one or more of four
consequences of heart disease:

(i) Chronic heart failure or ventricular dysfunction.

(if) Discomfort or pain due to myocardial ischemia, with or without
necrosis of heart muscle.

(iif) Syncope, or near syncope, due to inadequate cerebral perfusion from
any cardiac cause, such as obstruction of flow or disturbance in rhythmor

conduction resulting in inadequate cardiac output.

(iv) Central cyanosis due to right-to-left shunt, reduced oxygen
concentration in the arterial blood, or pulmonary vascular disease.

c. Disorders of the veins or arteries (for example, obstruction, rupture, or
aneurysm) may cause impairments of the lower extremities (peripheral vascular
disease), the central nervous system, the eyes, the kidneys, and other organs.
We will evaluate peripheral vascular disease under 4.11 or 4.12 in part A, and
impairments of anather body system(s) under the listings for that body system(s).

[104.00A, 1st ] The listings in this section describe childhood impairments
resulting from congenital or acquired cardiovascular disease based on
symptoms, physical signs, laboratory test abnormalities, and response to a
regimen of therapy prescribed by a treating source.

2. What do we consider in evaluating cardiovascular impairments? The
listings in this section describe cardiovascular impairments based on symptons,
signs, laboratory findings, response to a regimen of prescribed treatment, and
functional limitations.

1



http://ssaconnect.com

CHILDHOOD CARDIOVASCULAR LISTINGS

CURRENT LISTINGS

REVISED LISTINGS

[104.00A, 34 9]] Cardiovascular impairments, especially chronic heart failure
and congenital heart disease, may result in impairments in other body systems
including, but not limited to, growth, neurological, and mental. Therefore,
evaluation should include consideration of the adverse effects of
cardiovascular impairment in all relevant body systems, and especially on the
child's gronth and development, or mental functioning, as described under the
Growth impairment (100.00), Neurological (111.00), and Mental retardation

(112.05) listings.

[104.00A, 1st ] Reasonable efforts should be made to ensure evaluation by a
program physician specializing in childhood cardiovascular impairments or a
qualified pediatrician.

[104.00E, last 1] “Appropriate” means that the imaging technique used is the
proper one to support the evaluation and diagnosis of the impairment.

3. What do the following terms or phrases mean in these listings?

a. Medical consultant is an individual defined in §8404.1616(a) and
416.1016(a). This term does not include medical sources who provide
consultative examinations for us. We use the abbreviation “MC’ throughout this
section to designate a medical consultant.

b. Persistent means that the longitudinal clinical record shows that, with
few exceptions, the required finding(s) has been present, or is expected to be
present, for a continuous period of at least 12 months, such that a pattern of
continuing severity is established.

c. Recurrent means that the longitudinal clinical record shows that, within
a consecutive 12-month period, the finding(s) occurs at least three times, with
intervening periods of improverment of sufficient duration that it is clear that
separate events are involved.

d. Appropriate medically acceptable imaging means that the technique
used is the proper one to evaluate and diagnose the impairment and is commonly
recognized as accurate for assessing the cited finding.

e. A consecutive 12-month period means a period of 12 consecutive
months, all or part of which must occur within the period we are considering in
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connection with an application or continuing disability review.

f. Currently present means that the finding is present at the time of
adjudication.

g. Uncontrolled means the impairment does not respond adequately to
standard prescribed medical treatment.

B. Documenting Cardiovascular Impairment

[104.00B, 1st ] Each child's file must include sufficiently detailed reports on
history, physical examinations, laboratory studies, and any prescribed therapy
and response to allow an independent reviewer to assess the severity and
duration of the cardiovascular impairmen.

[104.00A, 1st 9] A longitudinal clinical record covering a period of not less than
3 months of observations and therapy is usually necessary for the assessment
of severity and expected duration unless the child is a neonate or the claim
can be decided favorably on the basis of the current evidence.

1. What basic documentation do we need? We need sufficiently detailed
reports of history, physical examinations, laboratory studies, and any prescribed
treatment and response to allow us to assess the severity and duration of your
cardiovascular impairment. A longitudinal clinical record covering a period of not
less than 3 months of observations and treatment is usually necessary, unless we
can make a determination or decision based on the current evidence.

[204.00A, 51 1] Unless the claim can be decided favorably on the basis of the
current evidence, a longitudinal record is still important because it will provide
information about such things as the ongoing medical severity of the
impairment, the level of the child's functioning, and the frequency, severity,
and duration of symptoms.

[104.00A, 4t 1] Many children, especially those who have listing-level
impairments, will have received the benefit of medically prescribed treatment.
Whenever there is evidence of such treatment, the longitudinal clinical record
must include a description of the therapy prescribed by the treating source and
response, in addition to information about the nature and severity of the
impairment. It is important to document any prescribed therapy and response
because this medical management may have improved the child's functional
status. The longitudinal record should provide information regarding functional
recovery, if any.

[104.00A, 5 1] Also, several listings include a requirement for continuing signs
and symptoms despite a regimen of prescribed treatment.

2. Why is a longitudinal clinical record important? \WWe will usually need a
longitudinal clinical record to assess the severity and expected duration of your
impairment(s). If you have a listing-level impairment, you probably will have
received medically prescribed treatment. WWhenever there is evidence of such
treatment, your longitudinal clinical record should include a description of the
ongoing management and evaluation provided by your treating or other medical
source. It should also include your response to this medical management, as well
as information about the nature and severity of your impairment. The record will
provide us with information on your functional status over an extended period of
time and show whether your ability to function is improving, worsening, or
unchanging.

3. What if you have not received ongoing medical treatment?
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[104.00A, 5 1] Some children will not have received ongoing treatment or
have an ongoing relationship with the medical community despite the
existence of a severe impairment(s). ... Even though a child who does not
receive treatment may not be able to show an impairment that meets the
criteria of these listings, the child may have an impairment(s) that medically or
functionally equals the listings.

[104.00A, 51 ]| Unless the claim can be decided favorably on the basis of the
current evidence, a longitudinal record is still important because it will provide
information about such things as the ongoing medical severity of the
impairment, the level of the child's functioning, and the frequency , severity,
and duration of symptorms.

a. You may not have received ongoing treatment or have an ongoing
relationship with the medical community despite the existence of a severe
impairment(s). In this situation, we will base our evaluation on the current
objective medical evidence and the other evidence we have. If you do not receive
treatment, you cannot show an impairment that meets the criteria of these listings.
However, we may find you disabled because you have another impairment(s) that
in combination with your cardiovascular impairment medically equals the severity
of a listed impairment or that functionally equals the listings.

b. Unless we can decide your claim favorably on the basis of the current
evidence, a longitudinal record is still important. In rare instances where there is
no or insufficient longitudinal evidence, we may purchase a consultative
examination(s) to help us establish the severity and duration of your impairment.

4. \When will we wait before we ask for more evidence?

a. We will wait when we have information showing that your impairment is
not yet stable and the expected change in your impairment might affect our
determination or decision. In these situations, we need to wait to properly
evaluate the severity and duration of your impairment during a stable period.
BExamples of when we might wait are:

(i) If you have had a recent acute event; for example, acute rheurmatic
fever.

(i) If you have recently had a corrective cardiac procedure; for example,
open-heart surgery.

(iii) If you have started new drug therapy and your response to this
treatment has nat yet been established:; for example, beta-blocker therapy for
dilated congestive cardiomyopathy.

b. Inthese situations, we will obtain more evidence 3 months following
the event before we evaluate your impairment. However, we will not wait if we
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have enough information to make a determination or decision based on all of the
relevant evidence in your case.

[104.00B, 2 ] Results of additional studies necessary to substantiate the
diagnaosis or to document the severity of the impairment, including two-
dimensional and Doppler echocardiography, and radionuclide ventriculograms,
should be obtained as appropriate according to part A, 4.00C3. Ambulatory
electrocardiographic monitoring may also be obtained if necessary to
document the presence or severity of an arrhythmia.

5. Wil we purchase any studies? In appropriate situations, we will
purchase studies necessary to substantiate the diagnosis or to document the
severity of your impairment, generally after we have evaluated the medical and
other evidence we already have. We will not purchase studies involving exercise
testing if there is significant risk involved or if there is another medical reason not
to performthe test. We will follow sections 4.00C6, 4.00C7, 4.00C8, and
104.00B7 when we decide whether to purchase exercise testing. We will make a
reasonable effort to obtain any additional studies from a qualified medical source
in an office or center experienced in pediatric cardiac assessment. (See
§416.9199.)

[104.00B, 5" ]| Cardiac catheterization will not be purchased by the Social
Security Administration. If the resullts of catheterization are otherwise available,
they should be obtained.

6. What studies will we not purchase? \We will not purchase any studies
involving cardiac catheterization, such as coronary angiography, arteriograms, or
electrophysiological studies. However, if the results of catheterization are part of
the existing evidence we have, we will consider them together with the other
relevant evidence. See 4.00C15ain part A

[104.00B, 34 9]] Exercise testing, though increasingly used, is still less
frequently indicated in children than in adults, and can rarely be successfully
performed in children under 6 years of age. It may be of value in the
assessment of some arrhythmias, in the assessment of the severity of chronic
heart failure, and in the assessment of recovery of function following cardiac
surgery or other therapy. It will only be purchased by the Social Security
Administration if the case cannot be decided based on the available evidence
and, if purchased, must be performed in a specialty center for pediatric
cardiology or ather facility qualified to perform exercise testing for children.

[104.00B, 41 1]] Purchased exercise tests should be performed using a
generally accepted protocol consistent with the prevailing state of medical
knowledge and clinical practice. An exercise test should not be purchased for

7. Wil we use exercise tolerance tests (ETTS) for evaluating children with
cardiovascular impairment?

a. ETTs, though increasingly used, are still less frequently indicated in
children than in adults, and can rarely be performed successfully by children under
6 years of age. An ETT may be of value in the assessment of some arrhythmias,
in the assessment of the severity of chronic heart failure, and in the assessment of
recovery of function following cardiac surgery or other treatmert.

b. We will purchase an ETT in a childhood claim only if we cannot make a
determination or decision based on the evidence we have and an MC, preferably
one with experience in the care of children with cardiovascular impairments, has
determined that an ETT is needed to evaluate your impairment. Ve will not
purchase an ETT if you are less than 6 years of age. If we do purchase an ETT
for a child age 12 or younger, it must be performed by a qualified medical source
in a specialty center for pediatric cardiology or other facility qualified to perform
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a child for whom the performance of the test is considered to constitute a
significant risk by a program physician. See 4.00C2c.

exercise tests of children.

c. For full details on ETT requirements and usage, see 4.00C in part A

C. Bvaluating Chronic Heart Failure

1. What is chronic heart failure (CHF)?

a. CHF is the inability of the heart to purmp enough oxygenated blood to
body tissues. This syndrome is characterized by symptoms and signs of
pulmonary or systemic congestion (fluid retention) or limited cardiac output.
Certain laboratory findings of cardiac functional and structural abnormality support
the diagnosis of CHF.

b. CHF is considered in these listings as a single category whether due to
atherosclerosis (narrowing of the arteries), cardiomyopathy, hypertension, or
rheumatic, congenital, or other heart disease. However, if the CHF is the result of
primary pulmonary hypertension secondary to disease of the lung (cor pulmonale),
we will evaluate your impairment using 3.09 in the respiratory system listings in
part A

[104.00E, 2 ] Cardiomegaly or ventricular dysfunction must be present and
demonstrated by imaging techniques, such as two-dimensional and Doppler
echocardiography. (Reference: Feigenbaum, Harvey, "Echocardiography,” 4th
Edition, Lea and Febiger, 1986, Appendix, pp. 621-639.)

[104.00E, 39 ]| Findings of cardiomegaly shown by appropriate medically
acceptable imaging evidence must be accompanied by ather evidence of
chronic heart failure or ventricular dysfunction.

[104.00E, 2d || Chest x-ray (6 ft. PAfilm) will be considered indicative of
cardiomegaly if the cardiothoracic ratio is over 60 percent at age 1 year or
less, or 55 percent at more than 1 year of age.

2. What evidence of CHF do we need?

a. Cardiomegaly or ventricular dysfunction must be present and
demonstrated by appropriate medically acceptable imaging, such as chest x-ray,
echocardiography (M-Mode, 2-dimensional, and Doppler), radionuclide studies, or
cardiac catheterization.

(i) Cardiomegaly is present when:

(A) Left ventricular diastolic dimension or systolic dimension is greater
than 2 standard deviations above the mean for the child's body surface area;

(B) Letft ventricular mass is greater than 2 standard deviations above the
mean for the child's body surface area; or

(©) Chest x-ray (6 foot PA film) is indicative of cardiomegaly if the
cardiothoracic ratio is over 60 percent at 1 year of age or less, or 55 percent or
greater at more than 1 year of age.
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[104.00E, 1st ] Chronic heart failure in infants and children may manifest itself
by pulmonary or systemic venous congestion, including cardiomegaly, chronic
dyspnea, tachypnea, orthopnea, or hepatomegaly; or symptorms of limited
cardiac output, such as weakness or fatigue; or a need for cardiotonic drugs.
Fatigue or exercise intolerance in an infant may be manifested by prolonged
feeding time associated with signs of cardiac impairment, including excessive
respiratory effort and sweating. Other manifestations of chronic heart failure
during infancy may include failure to gain weight or involuntary loss of weight
and repeated lower respiratory tract infections.

[104.00E, 3¢ 1] This evidence may include clinical evidence, such as

(if) Ventricular dysfunction is present when indices of left ventricular
function, such as fractional shortening or gjection fraction (the percentage of the
blood in the ventricle actually pumped out with each contraction), are greater than
2 standard deviations below the mean for the child's age. (Fractional shortening,
also called shortening fraction, reflects the left ventricular systolic function in the
absence of segmental wall motion abnormelities and has a linear correlation with
gjection fraction. In children, fractional shortening is more commonly used than
gjection fraction.)

(iif) However, these measurements alone do not reflect your functional
capacity, which we evaluate by considering all of the relevant evidence.

(iv) Cther findings on appropriate medically acceptable imaging may
include increased pulmonary vascular markings, pleural effusion, and pulmonary
edema. These findings need not be present on each report, since CHF may be
controlled by prescribed treatment.

b. To establish that you have chronic heart failure, your medical history
and physical examination should describe characteristic symptoms and signs of
pulmonary or systemic congestion or of limited cardiac output associated with the
abnormal findings on appropriate medically acceptable imaging. When an acute
episode of heart failure is triggered by a remediable factor, such as an arrhythmia,
dietary sodiumoverload, or high altitude, cardiac function may be restored and a
chronic impairment may not be present.

(i) Symptoms of congestion or of limited cardiac output include easy
fatigue, weakness, shortness of breath (dyspnea), cough, or chest discornrfort at
rest or with activity. Children with CHF may also experience shortness of breath
on lying flat (orthopnea) or episodes of shortness of breath that wake them from
sleep (paroxysmal nocturnal dyspnea). They may also experience cardiac
arrhythmias resulting in palpitations, lightheadedness, or fainting. Fatigue or
exercise intolerance in an infant may be manifested by prolonged feeding time,
often associated with excessive respiratory effort and sweating.

(i) During infancy, other manifestations of chronic heart failure may
include failure to gain weight or involuntary loss of weight and repeated lower
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hepatomegaly, edema, or pulmonary venous congestion; or echocardiographic
evidence, such as marked ventricular dilatation above established normels for
age, or markedly reduced ejection fraction or shortening fraction.

respiratory tract infections.

(i) Signs of congestion may include hepatomegaly, ascites, increased
jugular venous distention or pressure, rales, peripheral edemea, rapid shallow
breathing (tachypnea), or rapid weight gain. However, these signs need not be
found on all examinations because fluid retention may be controlled by prescribed
treatment.

D. Evaluating Congenital Heart Disease

[104.00A, 2d §] Examples of congenital defects include: abnormalities of
cardiac septation, such as ventricular septal defect or atrioventricular (AV)
canal; abnormalities resulting in cyanctic heart disease, such as tetralogy of
Fallot or transposition of the vessels; valvular defects or obstructions to
ventricular outflow, including pulmonary or aortic stenosis and/or coarctation of
the aorta; and major abnormalities of ventricular development, including
hypoplastic left heart syndrome or pulmonary tricuspid atresia with hypoplastic
right ventricle.

1. What is congenital heart disease? Congenital heart disease is any
abnormality of the heart or the major blood vessels that is present at birth.
Exarmples include:

a. Abnormalities of cardiac septation, including ventricular septal defect or
atrioventricular canal;

b. Abnormalities resulting in cyanctic heart disease, including tetralogy of
Fallot or transposition of the great arteries,

c. Valwular defects or obstructions to ventricular outflow, including
pulmonary or aortic stenasis or coarctation of the aorta; and

d. Major abnormalities of ventricular development, including hypoplastic
left heart syndrome or pulmonary tricuspid atresia with hypoplastic right ventricle.

2. Howwill we evaluate symptomatic congenital heart disease?

a. Because of improved treatment methods, more children with congenital
heart disease are living longer. Although some types of congenital heart disease
may be corrected by surgery, many children with treated congenital heart disease
continue to have problems throughout their lives (symptomatic congenital heart
disease). If you have congenital heart disease that results in chronic heart failure
with evidence of ventricular dysfunction or in recurrent arrhythmias, we will
evaluate your impairment under 104.02 or 104.05. Otherwise, we will evaluate
your impairment under 104.06.
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[104.00D, 1st ] Some congenital defects usually lead to listing-level
impairment in the first year of life and require surgery within the first year as a
life-saving measure. Examples of impairments that in most instances will
require life-saving surgery before age 1, include, but are not limited to, the
follomng: hypoplastic left heart syndrome; critical aortic stenosis with neonatal
heart failure; critical coarctation of the aorta, with or without associated
anomalies; complete AV canal defects; transposition of the great arteries;
tetralogy of Fallot; and pulmonary atresia with intact ventricular septum

[104.00D, 2d 9] In addition, there are rarer defects which may lead to early
mortality and that may require multiple surgical interventions or a combination
of surgery and other major interventional procedures (e.g., multiple "balloon™
catheter procedures). Examples of such defects include single ventricle,
tricuspid atresia, and multiple ventricular septal defects.

b. For 104.06A2, we will accept pulse oximetry measurements instead of
arterial O, but the arterial O values are preferred, if available.

c. For 104.06D, examples of impairments that in most instances will
require life-saving surgery or a combination of surgery and other major
interventional procedures (for example, multiple “balloon” catheter procedures)
before age 1 include, but are not limited to, the following:

(i) Hypoplastic left heart syndrome,

(i) Critical aortic stenosis with neonatal heart failure,

(iif) Critical coarctation of the aorta, with or without associated anomalies,
(iv) Complete atrioventricular canal defects,

(v) Transpoasition of the great arteries,

(Vi) Tetralogy of Fallot,

(Vi) Pulmonary atresia with intact ventricular septum,

(vii)) Single ventricle,

(iX) Tricuspid atresia, and

(X) Multiple ventricular septal defects.

E. Evaluating Arrhythmias

1. What is an arthythmia? An arrhythmia is a change in the regular beat
of the heart. Your heart may seemto skip a beat or beat irregularly, very quickly

(tachycardia), or very slowly (bradycardia).

2. What are the different types of arrhythmias?

a. There are many types of arrhythmias. Arrhythmias are identified by
where they occur in the heart (atria or ventricles) and by what happens to the
heart's rhythmwhen they occur.

b. Arrhythmias arising in the cardiac atria (upper chambers of the heart)
are called atrial or supraventricular arrhythmias. Ventricular arrhythmias beginin
the ventricles (lower chambers). In general, ventricular arrhythmias caused by
heart disease are the most serious.

3. How do we evaluate arrhythmias using 104.05?
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