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What is already known on this topic

Clinical trials of anthelmintic treatments have
shown increased linear growth in young people
up to age 16 years, whereas in younger people the
increase is mainly in weight

Little evidence exists of the benefits of giving
periodic mass treatment through public health
programmes, and none is targeted at preschool
children

What this study adds

Giving anthelmintic treatments routinely as a part
of periodic child health days can lead to extra
weight gain in preschool children in Uganda

The weight gain of children who attended child
health days every six months was 10% greater
than in untreated controls

reported benefits in ponderal growth, as in our study.
The meta-analysis pointed out that most studies have
been done in populations infected with Ascaris lumbri-
coides, but the largest effect on weight gain in preschool
children has been in those infected predominantly
with hookworm, as in our study.

Deworming has benefits beyond those measured in
our study, such as reducing anaemia.”’” Moreover,
treating children alone can reduce the prevalence of
worms among untreated people.”

On average, each child health day costs between
$500 and $600, exclusive of the costs of volunteers.
Each event reaches about 450 children, suggesting a
cost of about $1 to $1.33 per child. A dose of albenda-
zole added $0.21 (USH 385) to the costs of materials at
child health days (2002 prices) but added little to the
costs of staff since they were already dispensing

vitamin A. This cost could be reduced to $0.03 by bulk
purchase of the drug. But even when applying the
prices in 2002 and ignoring the other benefits of
deworming, the 10% increase in weight gain with twice
yearly treatment at a cost of $0.42, or a 5% increase at a
cost of $0.21, represents an attractive return.

We thank Shally Awasthi and Lani Stephenson for comments
on an earlier draft.
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Reliability of self reported form of female genital
mutilation and WHO classification: cross sectional study

Susan Elmusharaf, Nagla Elhadi, Lars Almroth

Abstract

Objective To assess the reliability of self reported
form of female genital mutilation (FGM) and to
compare the extent of cutting verified by clinical
examination with the corresponding World Health
Organization classification.

Design Cross sectional study.

Settings One paediatric hospital and one
gynaecological outpatient clinic in Khartoum, Sudan,
2003-4.

Participants 255 girls aged 4-9 and 282 women aged
17-35.

Main outcome measures The women’s reports of
FGM,the actual anatomical extent of the mutilation,
and the corresponding types according to the WHO
classification.

Results All girls and women reported to have
undergone FGM had this verified by genital
inspection. None of those who said they had not
undergone FGM were found to have it. Many said to
have undergone “sunna circumcision” (excision of
prepuce and part or all of clitoris, equivalent to WHO
type I) had a form of FGM extending beyond the
clitoris (10/23 (43%) girls and 20/35 (57%) women).
Of those who said they had undergone this form, nine
girls (39%) and 19 women (54%) actually had WHO
type III (infibulation and excision of part or all of
external genitalia). The anatomical extent of forms
classified as WHO type Il varies widely. In 12/32 girls

This is the abridged version of an article that was posted on
bmj.com on 27 June 2006: http.//bmj.com/cgi/doi/10.1136/
bmj.38873.649074.55
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(38%) and 27,245 women (11%) classified as having
WHO type 111, the labia majora were not involved.
Thus there is a substantial overlap, in an anatomical
sense, between WHO types II and IIL

Conclusion The reliability of reported form of FGM
is low. There is considerable under-reporting of the
extent. The WHO classification fails to relate the
defined forms to the severity of the operation. It is
important to be aware of these aspects in the conduct
and interpretation of epidemiological and clinical
studies. WHO should revise its classification.

Introduction

Despite many decades of campaigns and legislation,
female genital mutilation (FGM) is still highly
prevalent in the areas where it has traditionally been
practised. Even though many people re-evaluate and
abandon it when they emigrate,' there is evidence that
it continues in Europe*® In the United Kingdom,
though data on prevalence are scarce, there are
thought to be 3000-4000 new cases every year.” Almost
all studies about the prevalence and trends of FGM are
based on women’s reports. It is not known how this
reported form corresponds to reality. We used clinical
examination to assess the reliability of self reported
form of FGM in Sudan and compared these reports
with the extent of cutting verified by clinical examina-
tion classified according to the World Health
Organization system (table 1).

Methods

Data were obtained from two different hospital based
studies.” ! Cases were women aged <35 with primary
infertility (n=102). Controls were women aged <35
who were having their first baby and had no history of
infertility (n = 180). The study took place at Khartoum
Teaching Hospital and Soba University Hospital from
March 2003 to June 2004.

Girls were recruited as part of another study look-
ing into paediatric complications of genital mutilation
with special reference to urogenital symptoms, signs,
and diagnoses in a public hospital emergency ward in
Khartoum, Sudan.® We consecutively recruited girls
aged 4-9 (n=255) who presented to the emergency
ward and asked their guardians whether the girls had
undergone FGM.

For both groups, those who reported having
undergone genital mutilation were then asked at what
age and what form of FGM had been done. After
obtaining informed consent from the woman or
guardian, the doctor conducted a full physical
examination, including genital inspection, to verify the
exact anatomical extent of the operation. All doctors
had received special training so they classified FGM in

Table 1 WHO classification of female genital mutilation’

Type Detail
| Excision of prepuce and part or all of clitoris

Il Excision of prepuce and clitoris together with partial or total
excision of labia minora

1] Infibulation and excision of part or all of external genitalia

\% Pricking, piercing, incision, stretching, scraping, or other harming
procedures on clitoris and or labia
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the same way. Particular efforts were made to avoid
observer bias concerning the extent of vulval damage.

We wused the Mann-Whitney test to analyse
continuous variables and y* to test for differences
between proportions, with P <0.05 indicating signifi-
cance unless otherwise stated.

Results

Altogether we included 537 participants in the study,
255 girls aged 4-9 and 282 women aged 17-35. Of
these, 52 girls and 275 women had undergone FGM.
We had no data on the anatomical extent of FGM
(clinical inspection of genitals) for two women and four
girls. For one girl and one woman information was
missing on reported form. Ten women did not know
their form of FGM. Genital inspection verified FGM in
all women and girls reported to have undergone the
procedure. None of those who said they did not have
any form of FGM were found to have it.

Table 2 shows the anatomical features of the differ-
ent traditional terms used to describe forms of FGM.
Many who said they had undergone “sunna” (which
should correspond to WHO type I) had a form of FGM
extending beyond the clitoris (10 (43%) girls and 20
(57%) women). Nine (39% girls) and 19 (54%) women
reported to have undergone “sunna” actually had
WHO type III. Out of those who reported that they
had undergone the “intermediate” form, four (80%)
girls and 14 (82%) women had WHO type III, as
classified by the doctor on inspection. The form of
FGM was reported incorrectly in one in four respond-
ents. Out of the 10 women who did not know their
form of FGM, seven had type IIL In 12 (38%) girls and
27 (11%) women classified as having WHO type 111, the
labia minora were stitched but the labia majora were
not involved. Thus there is a substantial overlap, in an
anatomical sense, between WHO types II and IIL

Discussion

The reliability of reported form of FGM is low, and the
WHO dassification fails to relate the defined forms to
the severity of the operation. It is important to be aware
of these aspects in the design and interpretation of
epidemiological and clinical studies.

Strengths and limitations

There are a few methodological limitations with our
study. As a hospital based study, it was not designed to
obtain a representative sample of girls and women in
the area, though our observed prevalence among
women was similar to that seen in the last community
based survey (97% and 91%)." The doctors who exam-
ined the women and girls and classified the form of
FGM knew what form the women or guardians had
reported.

Recall bias in the women and guardians might have
affected the results. For adult women there was no dif-
ference in the time since the procedure between those
who reported correctly and incorrectly, but for girls
there was. It is difficult to explain this difference, but it
probably has more to do with a tendency to justify what
has been done by using the religious term “sunna”
than the time passed. In the past few years there has
been an intense debate in Sudan on the legal and
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Table 2 Correlation between anatomical extent of FGM and reported form in 47 girls and 262 women* who had reported a form of

circumcision and had genital inspection done

Reported form of genital mutilation

Sunna Intermediate Pharaonic

Anatomical extent of genital mutilation Girls Women Girls Women Girls Women
Prepuce only —t —t —t —t —t —t
Part or whole clitoris 13t 151 — 2% — 11
Clitoris + labia minora without stitching 1§ 18 1t —t 1% 1%
Clitoris + labia minora with stitching 5§ 78 —t 3t 7% 161
Clitoris + labia majora without stitching —8§ —§ —§ —§ 13 6%
Clitoris + labia majora with stitching 48 12§ 48 11§ 10t 1871

Sunna should correspond to WHO type |; pharaonic should correspond to WHO type III.
*Information missing on reported form for one girl and one woman; 10 women did not know their form of FGM; data missing on anatomical extent of FGM (clinical

inspection of genitals) for two women and four girls.
tExpected extent of operation.

t0ver-reporting of extent of FGM.

§Under-reporting of extent of FGM.

religious status of “sunna circumcision.” This has given
FGM a religious context, which traditionally it did not
have.

There was complete agreement between reporting
having undergone FGM or not and what was found by
inspection of genitals, in both girls and women. In this
regard our findings differ from previous studies. In
urban and rural Tanzania there was inconsistency
between self reported and clinically determined FGM
in more than 20% of women (women tend to say they
had not undergone FGM when they had)."" "* These
studies investigated the reporting of having undergone
FGM or not and did not comment on the reliability of
reporting of different forms. A study from Nigeria
showed that self reporting was reliable in 79% of
women."” In rural Gambia a community based study
showed 97% agreement between reported status of
FGM and what was found on examination. Our study
shows that the self reporting of different forms of FGM
is not reliable.

Our results indicate an extensive over-reporting of
the “sunna” form. The word “sunna” refers to what the
prophet Muhammed has said or done. By using the
term “sunna” the practice is associated with Islam and
given a religious value. Thus, one possible reason for
the widespread under-reporting of form of FGM could
be to justify the practice by referring it to a religious
term. It could also be that the practitioner who
performed the operation called it “sunna,” even though
she did a more extensive form. It is, however, important
to note that FGM is not a religious practice as it

What is already known on this topic

Almost all studies about the prevalence and trends
of female genital mutilation (FGM) have been
based on women self reporting their form of FGM

How this reported form corresponds to reality is
unknown

What this study adds

The reliability of reported form of FGM is low, and
there is considerable under-reporting of the extent
of FGM

The WHO classification fails to relate the defined
forms of FGM to the severity of the operation

predates the arrival of both Christianity and Islam in
Africa,” " and FGM is not known in many Muslim
countries.’

Most of those who promote what they call “sunna
circumcision” say it entails only the removal of the pre-
puce of the clitoris (S A Khalid, personal communica-
tion)."” Our results, on the contrary, show a tendency to
use “sunna” for different forms of FGM. Among the 27
girls and 35 women with alleged “sunna” in our study,
there was not a single case of removal of the prepuce
only. This is in accordance with previous experience
from Sudan" and Tanzania."”

WHO dlassifies all forms that involve suturing
as type III, regardless of whether the labia minora
or majora have been cut. Therefore classification as
type III does not indicate the extent of the mutilation
that has been done. This is important, especially in
investigations of FGM and complications. It is rarely
pointed out that the frequency and severity of
complications are a function of the extent of the
operation."

Many studies have failed to find associations
between FGM and morbidity when they have used the
WHO definitions. In our recent study from Sudan on
the association between FGM and infertility there was a
highly significant association between the anatomical
extent and primary infertility, but when we used the
WHO classification on the same material we found no
association.’

Recommendations

In studies to estimate the prevalence of FGM and its
different forms by interviews, women should be asked
to explain what they mean by the different terms,
including the extent of cutting. The use of visual aids
might facilitate this. Clinical studies on FGM and its
relation to morbidity and complications should classify
forms of FGM according to the anatomical extent of
FGM rather than use the WHO classification. The
WHO should revise its classifications to relate the
different forms more to the anatomical extent of the
operation.

Abdelrahim Obeid, Mohamed A A El Sheikh, Saad M El Fadil,
Staffan Bergstrom, Alia Satti, Hibba A Bedri, Tayseer Idris, M Sir
K Hashim, Gaafar I Suliman, and Staffan Bergstrom
participated in planning and data collection.
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Rare diseases, orphan drugs, and orphan diseases

Rare comes from the Latin rarus (loosely spaced or
sparse) and eventually from the putative
Indo-European root ERE, denoting separation, as in
hermits and eremites and the net-like structures rete,
retinaculum, and retina.

Orphan comes from the Greek orphanos (a child
deprived of one parent or both, or an adult deprived of
a child). Metaphorically it denoted poverty and
unspiced food. Its Indo-European root was ORBH
(bereft) giving the Latin orbus and the obsolete
English words orbation and orbity (orphanhood or
childlessness). One bereft of freedom is a slave, forced
into hard work, as in the German Arbeit and the Czech
robota. Karel Eapek coined the word robot (female
robotka) in his play R.UR. (Rossum’s Universal Robots,
1920) to denote an imagined race of mechanical
people. And the etymology reflects the link between
orphans and the workhouse.

Modern metaphorical meanings of orphan include a
discontinued model of a motor vehicle and a line of
type beginning a new paragraph at the bottom of a
column or page. An orphan virus, such as hepatitis G,
is one without a recognised associated disease. Orphan
enzymes have catalytic sites that can be occupied by
millimolar concentrations of ethanol but have no
known physiological roles. Orphan receptors, such as
the opioid OP4 receptor identified from gene
sequences, have no known endogenous ligands or
physiological functions.

Rare diseases—The National Institutes of Health
Office of Rare Diseases lists more than 6000, from
Aagenaes syndrome to Zuska’s disease. The US
definition of a rare disease is one that affects less than
200 000 individuals; the corresponding number in
Japan is 50 000 and in Australia 2000. These numbers
translate to prevalences of 1-8 in 10 000. The
European Community definition is less than 5 in
10 000, and the World Health Organization has
suggested less than 6.5-10 in 10 000. Below I suggest
an alternative.

Orphan drugs—The US Orphan Drug Act (1984)
defines an orphan drug as one with “efficacy against a
disease affecting fewer than 200 000 people. ... or one
that ... will not be profitable for seven years.” So,

orphan drugs are either drugs that are used to treat
rare diseases (such as haem arginate for porphyrias) or
drugs that are too costly to develop. Of course, they are
often both, but one does not necessarily imply the
other. For example, ibuprofen is an orphan drug when
used to treat the rare disease patent ductus arteriosus
in neonates (orphans or not). Conversely, drug
companies have not thought it profitable to seek
authorisation for amitriptyline in post-herpetic
neuralgia, making it an orphan drug.

Orphan diseases—This term has been used to denote
neglected diseases—for example, Fabry’s disease,
alveolar echinococcosis, and even some common
conditions such as endometrial cancer and diabetes in
preschool children. However, it is more often used as a
synonym for rare diseases, although some rare diseases
respond to drugs that are not orphans.

Now the main criterion currently used by the
National Institute for Health and Clinical Excellence
(NICE) for approving drugs for use in the United
Kingdom is that cost should be below about £30 000
per quality adjusted life year (QALY). This suggests a
different method of defining a rare disease. If an
orphan drug is one that costs over (say) £30 000 per
QALY, and if a disease is a rare disease if an orphan
drug is used to treat it, then a rare disease could be
defined as one whose treatment costs more than
£30 000 per QALY. Or perhaps we should distinguish
rare diseases (defined by prevalence) from orphan
diseases (defined by cost). And while we're at it, we
might call orphan drugs, unQALYfied drugs.

Jeff Aronson  clinical pharmacologist, Oxford
(jeffrey.aronson@clinpharm.ox.ac.uk)

We welcome articles up to 600 words on topics such as
A memorable patient, A paper that changed my practice, My
most unfortunate mistake, or any other piece conveying
instruction, pathos, or humour. Please submit the
article on http://submitbmj.com Permission is needed
from the patient or a relative if an identifiable patient is
referred to. We also welcome contributions for
“Endpieces,” consisting of quotations of up to 80 words
(but most are considerably shorter) from any source,
ancient or modern, which have appealed to the reader.
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