
25 GENETIC COUNSELING PARENT GUIDANCE

AND PREOPERATIVE PREPARATION

AN INFANT WITH CLEFT OF THE LIP AND PALATE APPEARS

IN THE NEWBORN NURSERY CHAIN OF REACTIONS AND ACTIONS IS SET

IN MOTION AFTER NINE MONTHS OF HAPPY ANTICIPATION THE PARENTS

LISTEN IN HORROR TO THE NEWS THAT THEIR BABY HAS FACIAL DEFORMITY

IF EITHER PARENT HAD SUFFERED THE DEFORMITY OR KNEW OF IT IN THE

FAMILY THEN THE GNAWING FEAR ALREADY PRESENT HAS BECOME

PAINFUL REALITY IF THE ANOMALY IS UNKNOWNTO THEM IT WILL STRIKE

PANIC IN THEIR HEARTS THE DISAPPOINTED OBSTETRICIAN WILL CALL IN

THE PEDIATRICIAN AND HE IN TURN WILL CALL PLASTIC SURGEON

THE FUTURE OF THIS BABY NOW BECOMES THE RESPONSIBILITY OF

THE PLASTIC SURGEON WHO WILL BE ASSISTED AS THE BABY DEVELOPS

BY THE PROSTHODONTIST ORTHODONTIST PEDODONTIST OTOLARYNGOLO

GIST SPEECH THERAPIST AND EVEN THE PSYCHIATRIST

GENETIC COUNSELING

IT IS WELL TO PUT THE PARENTS SOMEWHAT AT EASE BY ASSURING THEM

THAT IN NO WAY BY NEGLIGENCE OR OTHER OBVIOUS ACTION HAVE THEY

AS PARENTS BEEN RESPONSIBLE FOR THEIR BABYS ANOMALY IT SHOULD

BE EXPLAINED THAT THE RATIO OF CLEFT TO NORMAL BIRTHS RUNS ABOUT

1750 IN THE UNITED STATES AND THAT ALTHOUGH THERE IS DEFINITE

HEREDITARY FACTOR IT IS ONLY PART OF THE ENTIRE PROBLEM FOR

PARENTS WITH ONE OR MORE CHILDREN WITH CLEFTS CAN HAVE NORMAL

INFANT AND TO LESSER EXTENT NORMAL PARENTS WITH NO FAMILY

HISTORY OF ANOMALIES CAN PRODUCE CHILD WITH CLEFT THE ARRIVAL

IN FAMILY OF ONE INFANT WITH CLEFT DOES NOT INDICATE THAT

SUBSEQUENT BABIES WILL BE DEFORMED ALTHOUGH REPETITION CAN

OCCUR IN GENERAL THE CHANCES ARE AGAINST IT
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HEREDITY PLAYS SIGNIFICANT ROLE IN THE OCCURRENCE OF CLEFT LIP

AND PALATE CL WITH OR WITHOUT CP APPEARS TO BE TRANSMITTED

BY SEPARATE GENETICS FROM THAT INVOLVING ISOLATED CP ALTHOUGH

SOME DATA EXIST SUGGESTING SEXMODIFIED INHERITANCE IN CLEFTS THEY

REMAIN INCONCLUSIVE THE DATA AVAILABLE SUPPORT POLYGENIC

INHERITANCE FOR BOTH CL WITH OR WITHOUT CP AND ISOLATED CP

AN EXCEPTION IS THE RARE VAN DER WOUDEOR LIP PIT SYNDROME

IN WHICH CL ANDOR CP OCCURS WITH LOWER LIP FISTULA AND WHICH

IS TRANSMITTED BY AN AUTOSOMAL DOMINANT GENE

WOOLF WOOLF AND BROADBENT 1963 IN UTAH AND BIXIER

FOGHANDERSEN AND CONNEALLY 1971 IN DENMARK PUBLISHED

DATA FROM SELECT POPULATIONS FROM WHICH IT IS POSSIBLE TO DERIVE

EMPIRICAL RISK FACTORS FOR CONCERNED PARENTS THE CHILD OF PARENT

HAVING CLEFT LIP WITH OR WITHOUT ASSOCIATED CLEFT PALATE HAS

TO PERCENT RISK OF BEING SIMILARLY AFFECTED CHILD WITH

UNAFFECTED PARENTS BUT WITH AN AFFECTED SIBLING HAS TO

PERCENT CHANCE OF BEING AFFECTED THE CHILD WITH BOTH AN AFFECTED

PARENT AND AN AFFECTED SIBLING HAS 13 PERCENT CHANCE OF BEING

AFFECTED THE RISK FOR CHILDREN WITH NORMAL PARENTS BUT WITH AN

AFFECTED GRANDPARENT AUNT UNCLE OR FIRST COUSIN IS UNDER PER

CENT

THE ANALOGOUS DATA FOR ISOLATED CLEFT PALATE ARE AS FOLLOWS

CHILDREN OF AN AFFECTED PARENT HAVE TO PERCENT RISK CHILDREN

WITH NORMAL PARENTS BUT WITH AN AFFECTED SIBLING HAVE PERCENT

RISK CHILDREN WITH BOTH AN AFFECTED PARENT AND AN AFFECTED SIBLING

HAVE 13 TO 14 PERCENT RISK AND CHILDREN WITH NORMAL PARENTS

BUT WITH AN AFFECTED GRANDPARENT AUNT UNCLE OR FIRST COUSIN HAVE

UNDER 05 PERCENT RISK

AN EXCEPTION TO THE ABOVE DATA IS THE LIP PIT SYNDROME

SEVENTY PERCENT OF THOSE AFFECTED WILL ALSO HAVE CLP OR CF

AND WILL PASS ON THE GENE TO 50 PERCENT OF THEIR CHILDREN OF

THE 50 PERCENT 60 TO 80 PERCENT WILL HAVE CLP OR CP

THE FRASER PARENTAL GENETIC GUIDE

THE STUDIES OF CANADIAN GENETICIST CLARKE FRASER HAS MADE IT

POSSIBLE TO ADVISE PARENTS OF THEIR PERCENTAGES

IF THEY ARE UNAFFECTED AND HAVE AN AFFECTED CHILD THE CHANCES
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OF THE NEXT CHILD BEING AFFECTED IS IN CL CP BUT TO

IN CP DEPENDING ON THE EXISTENCE OF AFFECTED RELATIVES IF

THEY AS UNAFFECTED PARENTS HAVE TWO AFFECTED CHILDREN THEN THE

CHANCE OF THE NEXT BEING AFFECTED INCREASES TO IN CL CP
AND DROPS TO IN CP IF ONE PARENT IS AFFECTED AND THEY HAVE

NO AFFECTED CHILDREN THE CHANCE OF THE NEXT BEING AFFECTED IS

IN CL CP AND IN CP IF ONE PARENT IS AFFECTED AND

THEY HAVE AN AFFECTED CHILD THE CHANCES OF THE NEXT BABY BEING

AFFECTED ARE 17 IN CL CP AND 15 IN CP AND IF BOTH PARENTS

ARE AFFECTED THE CHANCE IS ABOUT 60 THE PRESENCE OF AFFECTED

DISTANT RELATIVES APPARENTLY DOES NOT INCREASE THE CHANCE OTHER

MAJOR MALFORMATIONS NOT PART OF GENETIC SYNDROMEREDUCE THE

RECURRENCE OF THE CLEFT ANOMALY THE SEVERITY OF THE DEGREE OF

THE CLEFT INCREASES THE RECURRENCE RISK BY DOUBLE FOR INSTANCE

UNILATERAL CLEFT LIP RECURRENCE RISK IS 25 WHILE BILATERAL CLEFT

LIP AND PALATE RISES TO 57

ETIOLOGY

EXTENSIVE STUDY HAS BEEN UNDER WAY FOR YEARS IN SEARCH OF THE

ETIOLOGY OF THIS DEFORMITY BOTH HEREDITY AND ENVIRONMENTAL

FACTORS HAVE BEEN COVERED IN THE PARENTS QUESTIONNAIRE

CAREFUL STUDY OF THE FAMILY HISTORY FOR OTHER CONGENITAL

ANOMALIES

DATA ON THE CONDITION OF THE PARENTS AT THE TIME OF CON

CEPTION OF THE DEFORMED CHILD

DETAILS OF THE FIRST TRIMESTER OF PREGNANCY INCLUDING THE

MOTHERS DIET AND ACTIVITIES EXPOSURE TO RADIATION OCCURRENCE

OF BACTERIAL OR VIRAL INFECTIONS USE OF DRUGS AND EXPERIENCE OF

EMOTIONAL STRESS

ENVIRONMENTAL FACTORS PRODUCE CLEFTS IN EXPERIMENTAL ANIMALS
BUT THEIR INFLUENCE IN MAN IS UNPROVED

REASSURANCE OF PARENTS

THE NURSES TAKING CARE OF THE MOTHER AND THE INFANT WITH THE

CLEFT WILL HAVE NATURAL COMPASSION BUT IT SHOULD BE CHANNELED

BEYOND SYMPATHY TOWARD CONSTRUCTIVE PREPARATION FOR WHAT

307



LIES AHEAD POIGNANT MEMORIES OF OTHER CHILDREN WITH CLEFTS WHO

ENDED UP WITH SCARRED AND TWISTED LIPS CROOKED HOOKED NOSES

AND CLEFT PALATE SPEECH RENDERED UNINTELLIGIBLE BY THE NASAL ES

CAPE OF AIR CAN BE MINIMIZED THE NURSE CAN EMPHASIZE TO THE

PARENTS THE GREAT PROGRESS THAT HAS BEEN ACHIEVED IN THE SURGICAL

DENTAL AND OVERALL CARE OF THESE BABIES

CARE OF THE BABY

THE BABY HIMSELF CAN BE TREATED WITH THE SAME GENTLE KINDNESS

THAT OTHER MORE NORMAL BABIES RECEIVE ONLY THE FEEDING REQUIRES

SPECIALIZED TRAINING CLEFT IN THE LIP REDUCES THE BABYS ABILITY

TO SUCK AND WILL RENDER BREAST FEEDING IMPROBABLE AND BOTTLE

FEEDING DIFFICULT CLEFT OF THE PALATE ALSO INTERRUPTS SUCTION AND

ALLOWS ESCAPE OF FLUIDS THROUGH THE NOSE THEREFORE THE BABY

IS SUPPORTED IN THE NURSES ARM WITH HIS HEAD HELD UPRIGHT IN

HER LEFT HAND FORMULA IS FED BY BULB COMPRESSION THROUGH

50 CC ASEPTO SYRINGE WITH 12 INCH RUBBER CATHETER EXTENSION

THE CATHETER IS SLIPPED OVER THE BABYS TONGUE AND THE FORMULA

IS FED AS THE BABY IS ABLE TO TAKE IT AS SOON AS THE BABY HAS

JII
ADJUSTED TO THIS ROUTINE THE MOTHER IS INSTRUCTED IN THE TECH

NIQUE ONCE MOTHER AND BABY ARE PREPARED BY THE NURSE THEY

ARE ALLOWED TO GO HOME THIS GENERAL ROUTINE WAS TAUGHT TO ME

AS AN INTERN BY MACCOLLUM AT BOSTON CHILDRENS HOSPITAL

IN CERTAIN PARTICULARLY MALNOURISHED CASES IN WHICH SUCCESSFUL

INTAKE SEEMS TO BE MORE DIFFICULT NASOGASTRIC TUBE CAN BE

INTRODUCED AND FIXED TO THE FACE WITH TAPE TO FACILITATE FORCED

AND CONTROLLED NOURISHMENT THROUGH GAVAGE

ANTICIPATION OF SURGERY

MOST PARENTS ARE ANXIOUS TO HAVE PLASTIC SURGERY IMMEDIATELY

YET WHEN IT IS EXPLAINED TO THEM THAT THE BEST RESULT FOR THEIR

BABY CAN BE ACHIEVED IF THE LIP AND NOSE SURGERY IS POSTPONED

UNTIL THE TISSUES ARE LARGER AND STRONGER THEY ARE CONTENT TO WAIT

TAKE THE BABY HOME AND FATTEN HIM UP IF THE CLEFT IS INCOMPLETE

DEFINITIVE CLOSURE IS SCHEDULED AT AGE THREE TO SIX MONTHS WHILE

COMPLETE CLEFT IS SET FOR AN ADHESION AT THREE WEEKS AND

DEFINITIVE CLOSURE AT SIX TO EIGHT MONTHS IT IS FELT THAT THERE
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IS BETTER PSYCHOLOGICAL ADJUSTMENT WITH FULLER UNDERSTANDING

OF THE PROBLEM IF THE PARENTS HAVE CHANCE TO BECOME FAMILIAR

WITH THE DEFORMITY TO SHIELD THEM COMPLETELY REDUCES THE

MATURITY OF THEIR APPROACH

SPECIAL CARE BEFORE LIP SURGERY

IF THE CLEFT IS INCOMPLETE THE BABY SHOULD BE AT LEAST THREE

MONTHS OF AGE HEALTHY AND GAINING WEIGHT AND SHOULD HAVE AN

ESTIMATED HEMOGLOBIN OF AT LEAST 10GM THE REQUIREMENTS CAN

BE OUTLINED IN GENERAL RULE OF OVER 10

WEIGHTOVER 10 POUNDS

HEMOGLOBINOVER 10 GRAMS

WHITE COUNTNOT OVER 10000

AGEOVER 10 WEEKS

HE SHOULD HAVE BEEN TRAINED TO SLEEP ON HIS BACK IN PREPARATION

FOR THE POSTOPERATIVE PERIOD WHEN THIS POSITION IS MANDATORY

TO PROTECT THE HEALING LIP FROM BRUSHING THE BED

NO SPECIAL PREOPERATIVE OR POSTOPERATIVE FORMULA IS REQUIRED

WHAT WAS CONSIDERED SATISFACTORY BY THE PEDIATRICIAN BEFORE

CLOSURE WILL SUFFICE AFTER SURGERY

BEFORE WE TURN OUR ATTENTION TO THE ACTUAL TECHNICAL ASPECTS

OF INCOMPLETE CLEFT LIP SURGERY LET US HAVE ONE LAST LOOK AT

ANOTHER VITAL PRINCIPLE IN CRAFTSMANSHIP

4I
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