INRIBARREORMZ + 0—T v 7

Table 2 (continued)

ADVANTAGES

153

DISADVANTAGES

YOUNG ADULT TRANSITION:
Adult Oncology-Directed Care

Adult oncologist in the cancer center
or community provides LTFU care

= Specialized oncology-focused care
= May be more convenient for patient
(if in local community)

Provider attention may be
distracted by acuity of on-therapy
patients

liness (not wellness) focus
Potential lack of provider interest in
or knowledge of late effects
Retapse-focused follow-up rather
than risk-adapted screening and
health promotion focus

Research may be difficult to
coordinate

COMMUNITY-BASED CARE:

The pediatrician, family practice
physician, advanced practice nurse, or
Internist within the community handles
LTFU

= Promotes independence and
reintegrates survivor into primary
care

* Wellness focus
= Convenience for survivor

Limited provider knowledge and
training regarding late effects and
risk-based screening (particularly
relevant for survivors with more
significant exposuras)

Provider may lack time to devote to
complex physical and psychosocial
needs of survivors

Lack of sub-specialist resources
with survivorship expertise
Requires survivor to know risks
and advocate for their own needs
Difficult to coordinate research

Difficult to update survivors
regarding new information as it
becomes available

COMBINED APPROACH:
{Consuitative Model)

Initial follow-up in cancer center-based
program with transition to community-
based PCP, ongoing interaction with
cancer center as needed or at request
of PCP

= Allows for partnership between
oncologist and primary care
provider

= Cancer center is always available
as a resource

= Access to cancer center network of
specialists

= Enhances local provider knowledge
of late effects

* Encourages PCP utilization of
published screening guidelines for
Survivors

PCP not an expert on childhood
cancer late effects or issues
Difficult to keep PCPs up-to-date
on new information as it becomes
available

Initial transition may be difficuit for
survivor

May not be well-suited for survivors
with more complex follow-up
requirements

Potential loss of patient for
research initiatives

NEED-BASED CARE

Type and intensity (“level”) of follow-
up care determined by intensity of
cancer treatment that survivor
received

= Aliows for more equitable
distribution of healthcare resources
(survivors with greatest need
receive most intensive follow-up
care)

= May be mare convenient for lower-
risk survivors (follow-up for most
survivors is by mail, phone, or with
PCP in local community)

*  Encourages involvement of primary
care providers in long-term follow-
up

= Promotes continued contact with
patients, potentially enhancing
research efforts

PCP not an expert on childhood
cancer late effects or issues

Difficult to keep PCPs up-to-date
on new information as it becomes
avallable

Survivors triaged to lower levels of

care do not receive care from late
effects expertise
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1. Isthe term “cure” appropriate?
-if yes, when and to what dose it apply?
2. How to care
3. How to communicate
-To “survivors”
~To the Society
4 . How and how much research is needed
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1. Cure refers to cure from the original cancer regardless of any potential for, or presence of, dis-
abilities or side effects of treatment.

2. The communication of “cure” should occur in the context of a shared decision taking the individ-
ual circumstances into consideration.

3. Survivors and families have the right to be fully informed in person and in writing about being
cured, as about the remaining risks of late effects. It is the responsibility of the pediatric cancer
unit (PCU) to provide a summary of the characteristics of the disease, of treatments received,
and of complications that may have occurred during therapy. The summary must be combined
with suggestions on the type and timing of the follow-up evaluations.

4. Every PCU should have a well-structured “follow-up clinic” and a multidisciplinary team. When
the survivor enters adulthood, he/she should be referred to an appropriate health care provider.

5. Evidence-based counseling requires the collection of research data on which to base
recommendations.

6. Efforts should be made to strength coping skills of survivors and future concerns.

7. Some survivors are at an increased risk of developing conditions that need medical, psychologi-
cal or social care. The health care system must address all these groups.

8. Parents and advocacy groups should be included as active members in the multidisciplinary
health care team.

9. The general public needs to be made aware of and accept the reality of the cure of childhood
cancer. The society should insure that survivors have equal access to education, jobs, insur-
ance, and medical care.

10. Inequalities of current treatment strategies and cure rates, both within and between nations,
remain a challenge for the international community to address.

(Haupt &, 2007)¢

&3 el o=

+ It is not possible to provide an exact definition of cure that applies to all cancers.

- Cure refers to the original disease regardless of any potential for, or presence of, disabilities or
side effects.

« Children treated for cancer can be considered cured when they give reached a time point at which
the chance that they will die from their original disease is no greater than that of age peers in the
general population of dying from any cause.

- The time to cure depends on tumor type, stage, and other biological factors. For some other
tumors, attempting precision is unreliable because of underlying strong genetic factors involved
in the causation of and response to the specific cancer.

<BHENLEED 6 DEE>

When is a survivor considered cured from the original cancer?
-Evaluate conditional risks on surviving each year since diagnosis.
-~Make decision when the risk becomes “almost zero” (evaluate the change in risk, and see when
becomes negligible).

(Haupt &, 2007)%
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Achievement of a Better Life after Childhood Cancer Treatment
: The Importance of the Erice Statement

YASUSHI ISHIDA

Department of Pediatrics, Ehime University Graduate School of Medicine

Key words : Quality of life (QOL), Childhood cancer, Long-term survivor, Cure, Care.
Jpn. ]. Pediatr. Surg., 40(6) ; 708~712, 2008.

I introduce the Erice statement, which deals with the cure and care of children
with cancer after their treatment. The ten points reflect what my research group con-
siders essential to achieve a better life for long-term survivors. According to the
statement, it is the responsibility of the pediatric cancer unit to provide the treatment
summary and refer the patient to the appropriate specialists if needed. We must com-
municate with childhood cancer survivors as well as their guardians to facilitate their
smooth transition. “Cure”refers only to the original disease ; risk-based long-term fol-
low—up care should be provided for all survivors.
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Letter to the Editor

‘Evaluation of swallowing function in Duchenne muscular
dystrophy’

SIR - Although the prognosis of patients with Duchenne
muscular dystrophy (DMD) has been poor for several
decades, the recent introduction of non-invasive intermit-
tent positive pressure ventilation (NIPPV) to treat respirato-
ry failure in patients has resulted in an extension of life
expectancy. Therefore, heart failure and feeding impair-
ments have become more critical for these long-term sur-
vivors. Although the mechanisms underlying the res-
piratory and cardiac complications have been elucidated,
the pathogenesis of the feeding impairments in DMD has
not been clarified. So, this study aimed to evaluate the feed-
ing abilities of patients with advanced-stage DMD using
videofluorography (VF), which has been established as a
standard method to evaluate swallowing function, and com-
pare the results with their clinical symptoms.

Five patients with advanced-stage DMD were evaluated
for this study. Patient age ranged from 18 to 24 years at exam-
ination, and all patients were non-ambulatory. Three
patients needed NIPPV during sleep periods only, due to
chronic hypoventilation, and one suffered from mild heart
failure and had taken an angiotensin-converting enzyme
inhibitor every day. Informed consent was obtained from all
patients and their parents. A questionnaire for patients was
prepared to evaluate any subjective symptoms of dysphagia.
Feeding dysfunction was evaluated in four different phases:
oral preparatory, oral, pharyngeal, and oesophageal.

The oral preparatory phase assessment targeted the diffi-
culties in bringing food to the mouth or opening the mouth.
In the oral phase, dryness of the mouth, impaired chewing,
biting of the tongue, or difficulties in keeping food in the
mouth were assessed. In the pharyngeal phase, we analyzed
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the repeated attempts to swallow, foods sticking in the
throat, clearing of the throat, choking, or nasal reflux.
Finally, in the oesophageal phase, regurgitation and heart-
burn were evaluated.

The severity of feeding dysfunction was graded as fol-
lows: —, never or rare; +, occasional (once per wk or less);
++, frequent (daily or many times per wk). The head and
neck positions and overall postures were also evaluated in
two phases: in the oral preparatory phase, we assessed the
difficulty in bringing food to the mouth and opening the
mouth; and in the oral phase, the inability to tighten the
lips and the lower jaw movement during mastication were
investigated. VF was performed in all five patients at our
hospital as follows: the same food and liquids that patients
had used daily were used, and mixed with the same amount
of a non-ionic water-soluble contrast medium. In this exami-
nation, Iohexol (Daiichi Pharmaceutical Co., Tokyo, Japan)
was used to minimize the risk of complications due to aspira-
tion. Each patient was examined during the intake of liquids,
and solid or soft foods respectively, based on the food tex-
ture they usually preferred. Quantitative evaluation of the
swallowing movements at the oral and pharyngeal phase was
performed using lateral fluoroscopic images. Observations
were made according to previously described diagnostic
characteristics.! The total examination time was less than 5
minutes.

Table I shows patients’ feeding dysfunctions. In the oral
preparatory phase, occasional difficulties in bringing food
to the mouth were observed in all patients. In the oral
phase, three patients occasionally bit their tongues due to
an enlarged tongue. Only one patient reported impaired
chewing although all patients preferred soft textured foods.
In the pharyngeal phase, three patients frequently com-
plained of difficulties in swallowing, food sticking in their
throats, and/or needing to clear their throats. One patient
experienced nasal reflux, and another choking. In the
oesophageal phase, there was no complaint, including

Table I: Feeding dysfunction of the five patients with Duchenne muscular dystrophy

Patient number 1

2 3 4 &

Oral preparatory phase
Difficulties in bringing food to the mouth +

Difficulty in opening the mouth -

Oral phase
Dry mouth -
Impaired chewing ++
Tongue biting +

Pharyngeal phase
Repeated attempts to swallow +
Food sticking in the throat -
Clearing the throat -
Choking -
Nasal reflux -

Oesophageal phase
Regurgitation -

++ ++ - -
++ ++ =

Severity of feeding dysfunction was graded as follows: -, never or rare; +, occasional (once per wk or less); + +, frequent (daily or many times

per wk).
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regurgitation or heartburn. In the evaluation of swallowing,
two patients were in their wheelchairs, and three others used
Japanese legless chairs. During the entire mealtime, all
patients leant forward supporting their trunks using the
adjustable table. While masticating, they swung their heads
back and forth repetitively to aid bolus transport, and no
patient was sitting upright and still. Three patients required
some assistance during eating. Two others were able to bring
food to their mouths on their own; however, the table was
lined up with their mouths. Overall, all patients had difficul-
ties bringing food to their mouths. They were able to close
their lips tightly and move the lower jaw without any obsery-
able difficulty during mastication. The findings of the VF study
are summarized in Table II. Malocclusion was seen in all
patients. The mastication time ranged from 8 to 21 seconds.
Food leaked into the pharynx during chewing, due to dis-
turbed function of the tongue in all patients. They also exhibit-
ed weak pharyngeal contraction or vermicular movements to
transport food. The mean pharyngeal transit times of the
bolus were 0.15 to 0.42 seconds for liquids, 0.33 to 0.38 sec-
onds for soft food, and 0.30 to 0.49 seconds for solid food.
Elevations of the hyoid bone and the larynx on swallowing
were observed in all patients, but the epiglottis did not tip
downward to close the laryngeal vestibule in three patients
due to insufficient elevation (less than the height of the C5 ver-
tebra) of the hyoid bone. Moderate food retention was seen at
the valleculae and piriform sinuses in four patients. Aspiration
and penetration were not observed in any patient.

Feeding problems are major concerns in most patients
with neuromuscular diseases, including DMD, during the
course of the disease.? VF has been established as a standard
method to evaluate swallowing function, but there are few
studies reporting on the use of VF in DMD patients, Our study
showed some discrepancies between the clinical symptoms

and the results of the VF study, particularly in the oral
preparatory and oral phases of patients with advanced DMD.
Particularly, the VF study showed that all patients had appar-
ent functional impairment, despite the limited number of
complaints from these patients.

In a previous case—control study, a significant number of
patients with DMD complained of upper gastrointestinal
dysfunction compared to their age-matched controls.? These
symptoms were noted in both the oral and pharyngeal phas-
es. Among them, chewing difficulty was common and gradu-
ally progressed with age.? In our study, no patient reported
any difficulty in opening their mouths, or keeping food in
their mouths. Only one patient complained of chewing
impairment. However, all patients exhibited malocclusion,
struggled to manipulate food in their mouths, and showed
insufficient movement of the tongue. These discrepancies
might be due to patients’ adaptation of their difficulties in
feeding. More likely, patients gradually adjusted their diet to
compensate for their feeding difficulties, and thus did not
recognize the problems. The VF study showed that there
were some food residues in the valleculae or piriform sinus
in four patients, indicating a reduction in the strength of pha-
ryngeal peristalsis, and it was noted that some food got
‘stuck’ in the throats of three patients. During swallowing,
the epiglottis could not cover the larynx completely in three
patients, and two patients showed incomplete elevation of
the hyoid bone.® Only one patient experienced choking dur-
ing daily meals, but the VF study did not indicate delayed
food movement as the cause of choking. Penetration or aspi-
ration was not seen in any patient. Therefore, it was suggest-
ed that apparent aspiration was not always present, although
silent aspiration could not be excluded.,

Patients with advanced DMD experience swallowing dis-
turbance of various degrees, and they spontaneously prefer

Table II: Videofluorography of the five patients with Duchenne muscular dystrophy

Patient number 1 2 3 4 5
Oral phase
Malocclusion Yes Yes Yes Yes Yes
Mastication time for food, s 10 21 8 17 9
Incomplete closure of the tongue
to the soft palate during mastication Yes Yes Yes Yes Yes
Abnormal leakage of food to the
pharynx during mastication Yes Yes Yes Yes Yes
Weakness of pharyngeal contraction
or vermicular movements Yes Yes Yes Yes Yes
Pharyngeal phase
Mean pharyngeal transit time of food (SD)
Liquid, s 0.42 (0.16) 0.27 (0.17) 0.38 (0.13) 0.32 (0.16) 0.15 (0.10)
Softfood, s 0.38 (0.16) 0.33 (0.17) NT NT NT
Solid food, s NT NT 0.30(0.17) 0.49 (0.13) 0.47 (0.14)
Degree of hyoid bone elevation
during swallowing (/height of the C5) 0.7 0.8 1.0 1.4 13
Incomplete closure of the epiglottis
during swallowing Yes Yes No Yes No
Retention of food in the valleculae
or piriform sinuses No Yes Yes Yes Yes
Penetration or aspiration No No No No No

NT, not tested.
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modified food textures. In the present study, they did not com-
plain frequently about feeding, but the results of the VF exami-
nations were worse than expected. Swallowing problems
might be slowly progressive in patients with advanced DMD,
therefore such patients might develop a risk of aspiration or
asphyxia.

In conclusion, feeding impairments of various grades
were observed in all patients, therefore, appropriate evalua-
tions using clinical findings and VF examination, and early
preventative management are needed for the safe oral feed-
ing of patients with advanced-stage DMD.
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Factors Affecting Final Height and Growth Hormone Provocation
Tests in Survivors of Childhood Acute Lymphoblastic Leukemia
who Underwent Cranial Irradiation
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Department of Pediatrics, Nippon Medical School
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Abstract We investigated factors that affected final height and the response to a growth hormone (GH) provocation
test in survivors of childhood acute lymphoblastic leukemia (ALL) who underwent cranial irradiation (CRI). Medical
records of 51 patients (33 males, 18 females) who had undergone treatment for childhood ALL were retrospectively
examined. Though the expected final height is based on parental height (target height), which is determined by genetic
predisposition, we analyzed final height using the height standard deviation score (HSDS) and by calculating the ratio
of final height to target height (RFT). HSDS values were within the normal distribution (between —2 and +2 standard
deviations) in 46 of 51 patients. The RFT of 3 male and 4 female survivors (13.7%) was below 0.95, and that of 6 male
and 8 female survivors (27.5%) was below 0.975. RFT was associated with age at diagnosis and cumulative doses of
corticosteroid therapy but not associated with gender or dose of cranial irradiation. Eleven of 12 survivors with
RFT < 0.975 showed a normal response to the GH provocation test, whereas 3 of 17 survivors with RFT = 1.0 showed
a low response to GH provocation tests. Thus, there was no relationship between the results of the GH provocation
test and final height.

Key words: leukemia, growth hormone provocation test, final height, target height, cranial irradiation
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