
57 MEDIAN CLEFT LI WITH

HYPOTELO RISM

EM YE GROUP IS CHARACTERIZED BY MEDIAN CLEFT OF

THE LIP AND ABSENCE OF THE PREMAXILLARY BONE NASAL SEPTUM NASAL

BONES AND CRISTA GALLI THE ETHMOID BONE WHICH SETS THE INTER

ORBITAL DISTANCE IS HYPOPLASTIC RESULTING IN ORBITAL HYPOTELORISM

THE EYEBROWS JOIN EACH OTHER ACROSS THE MIDLINE OCCASIONALLY

THE FOREHEAD REVEALS MEDIAN KEELLIKE PROTRUSION KNOWN AS

TRIGONOCEPHALY THE SECONDARY PALATE MAY OR MAY NOT HAVE

MEDIAN CLEFT THIS GROUP HAS AN UNMISTAKABLE FACIES AND IT IS

PATHOGNOMONIC OF SEVERE CONGENITAL BRAIN DEFECT WITH AMENTIA

THIS FACE PREDICTS
THE LACK OF BRAIN

DEMYER HAS SIMPLIFIED DELINEATION OF THE CENTRAL NERVOUS SYSTEM

AS TUBE SEALED OFF AT EACH END NORMALLY THE ROSTRAL END BULGES

OUT LIKE AN EXPANDING BALLOON WHICH UNDERGOES DIVERTICULARIZA

TION INTO PAIRED CEREBRAL HEMISPHERES INTO PAIRED OPTIC BULBS AND

INTO OLFACTORY BULBS

CZID
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IN THIS ANOMALY THERE IS SERIOUS CURTAILMENT OF DIVERRICULARIZA

TION INSTEAD OF DIVIDING INTO HEMISPHERES THE CEREBRUM REMAINS

HOLOSPHERIC LIKE THE ORIGINAL SIMPLE BALLOON SO THE GENERIC TERM

FOR THIS PROCESS IS HOOP ROSENCEPHALY

THE OLFACTORY DIVERTICULA ARE ALMOST ALWAYS ABSENT IN SUCH

BRAIN CONDITION WHICH EARNS THE TERM ARHINENCEPHALY THE ARREST

IN DIVERTICULARIZATION CAN OCCUR AT ANY STAGE WHEN THERE HAS

BEEN NO HEMISPHERIZATION OF THE BRAIN THE INTERHEMISPHERIC

FISSURE IS ABSENT AND THERE ARE NO LOBES THEN THE MALFORMATION IS

ALOBAR HOOP ROSENCEPHALY IF THE ARREST OCCURS AT LATER STAGE AND THE

FACE AND BRAIN ARE BETTER DEVELOPEDTHE INTERHEMISPHERIC FISSURE

NDING TO THE FRONTAL POLES WHICH STILL KEEP THEIR CONTINUITY

ACROSS THE MIDLINETHE MALFORMATION IS LOBAR HOOPROSENCEPHALY

ALTHOUGH MEDIAN CLEFT LIP WITH ORBITAL HYPOTELORISM IS THE

COMMONEST FACIES WITH HOLOPROSENCEPHALY IT IS MERELY ONE STAGE

IN SPECTRUM OF MALFORMATIONS IN 1967 KURLANDER

CYCLOPIA DEMYER AND CAMPBELL DIAGRAMED FASCINATING GROUPOF

FACIES OF HOLOPROSENCEPHALY

FACIES IS THE SEVEREST DEGREE OF ORBITAL HYPOTELORISM REVEALING

CYCOPIA WITH SINGLE MEDIAN EYE IN SINGLE MEDIAN ORBIT

SUBGROUP SHOWED SINGLE GLOBE IN SINGLE ORBIT BUT WITH TWO

CORNEAS

FACIES II IS ETHMOCEPHAY WITH THE ORBITS COMPLETELY SEPARATED

AND THE TUBED PROBOSCIS HAVING MIGRATED FROM THE FOREHEAD TO

BETWEEN THE EYES

II ETHMOCEPHALY IN FACIES III OR CEBOCEPHALY THE PROBOSCIS LIES ON ITS SIDE BUT IS

STILL FLESHY TUBE LACKING SKELETAL SUPPORT DEMYER CALLS THE NASAL

SHIFT FROM TO III THE MARCH OF THE PROBOSCIS

IN FACIES IV THE PROBOSCIS HAS BEEN REPLACED BY NARES BUT THE

NASAL BONES AND SEPTUM ARE ABSENT IN FACIES THROUGH III

ALTHOUGH THE LIP IS NOT CLEFT IT HAS NO TRUE PHILTRUM AND THE

PREMAXILLARY BONE IS MISSING FACIES THROUGH IV ACCORDING TO

III CEBOCEPHALY
DEMYER ARE ALMOST INVARIABLY ASSOCIATED WITH ALOBAR HOLOPROS

ENCEPHALY ALTHOUGH ONE OF HIS CASES IN IV HAD LOBAR HOLOPROS

ENCEPHALY

IN FACIES THERE APPEARS THE INTERMAXILLARY SEGMENT CONSISTING

OF RUDIMENTARY PROLABIUM AND PREMAXILLA WHICH REMOVES IT FROM
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THE MEDIAN CLEFT GROUPING FACIES HAS VARIABLE EXPRESSION OF

HOLOPROSENCEPHALY SOMETIMES ARHINENCEPHALY OR EVEN BRAIN

THAT IS GENERALLY NORMAL BUT USUALLY SMALL AND DEFICIENT IN DEVEL

OPMENTAL POTENTIAL DEMYER STATES THAT THE MEDIAN CLEFT LIP FACIES

IV IS PATHOGNOMONIC OF HOLOPROSENCEPHALY FOR AMONG30 AUTOP
SIED CASES IN THE LITERATURE AND 14 OF HIS OWN THERE HAVE BEEN NO

EXCEPTIONS OCCASIONALLY HOLOPROSENCEPHALY OCCURS WITHOUT RUDIMENTARY PROLABIUM

WARNING FACIES SO THAT DEMYER EDITORIALIZED AND PREMAXILLA

THE FACE INVARIABLY PREDICTS THE BRAIN BUT THE BRAIN DOES NOR INVARIABLY

PREDICT THE FACE

DIAGNOSTIC CONFIRMATION

CONFIRMATION OF ORBITAL HYPOTELORISM IS OBTAINED BY MEASUREMENT

OF INTERORBITAL DISTANCE ON POSTEROANTERIOR XRAY FILMS OF THE SKULL

ELECTROENCEPHALOGRAPHY WILL SHOW ABNORMAL PATTERNS TRANS

ILLUMINATION IS ALSO POSSIBLE

TREATMENT

TREATMENT OF MEDIAN CLEFT LIP WITH HOLOPROSENCEPHALY IS USUALLY

NOT IN THE REALM OF PLASTIC SURGERY AS POINTED OUT BY DEMYER
PATIENTS IN FACIES THROUGH III INVARIABLY DIE IN THE NEONATAL

PERIOD AND THOSE IN FACIES IV USUALLY DIE IN THE FIRST YEAR PATIENTS

IN FACIES MAY SURVIVE TO ADULTHOOD BUT DEATH IN THE EARLY YEARS
OF CHILDHOOD IS LIKELY INFANTS WITH ALOBAR HOLOPROSENCEPHALY

FACIES THROUGH IV ARE AMENTED WHEREAS INFANTS WITH LOBAR

HOLOPROSENCEPHALY FACIES MAY SHOW SLIGHT DEVELOPMENTAL

PROGRESS BUT WILL BE HOPELESSLY RETARDED

PATIENTS WITH MEDIAN CLEFT
LIP AND HOLOPROSENCEPHALY HAVE

DIFFICULTY WITH FEEDING TEMPERATURE CONTROL AND CONVULSIONS

DEMYER NOTES THAT REGULAR INFANT DIET CAN BE ADMINISTERED

THROUGH BOTTLE OR ASEPTO SYRINGE THAT OSCILLATIONS IN TEMPERA
TURE NEED NOT BE TREATED WITH ANTIBIOTICS UNLESS SPECIFIC INFEC

TION IS DIAGNOSED AND THAT PHENOBARBITOL OR DILANTIN NEED BE

GIVEN ONLY AFTER THE ONSET OF CLINICAL SEIZURES
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GENETIC COUNSELING

FROM REPORTS IN THE LITERATURE THERE IS EVIDENCE THAT ONCE CHILD

WITH MEDIAN CLEFT LIP AND HOLOPROSENCEPHALY HAS BEEN BORN IN

FAMILY THE RISK OF ANOTHER AFFECTED CHILD IS HIGH FOR THIS REASON

DEMYER ADVISES THAT THE PARENTS BE WARNED OF THIS REPRODUCTIVE

RISK SO THEY CAN MAKE RATIONAL DECISION WHETHER TO PROCREATE OR

ADOPT

UTILITARIAN SURGERY

AS NOTED IN 1968 ALL OF THESE PATIENTS ARE WITHOUT MENTALITY DO

NOT SURVIVE BEYOND INFANCY AND THUS DO NOT REQUIRE CORRECTIVE

SURGERY ONCE THE DIAGNOSIS OF ALOBAR HOLOPROSENCEPHALY HAS BEEN

MADE THE PROGNOSIS IS SEALED AND THE PARENTS SHOULD KNOW THAT

ONLY ONE IN HUNDRED SURVIVES THE FIRST YEAR IT IS FAR BETTER THAT

THE INFANT BE PLACED IN AN INSTITUTION IF THE PARENTS INSIST ON

KEEPING THE CHILD AND IF IT SURVIVES MORE THAN THE USUAL PERIOD

CLOSURE OF THE MEDIAN LIP CLEFT IS POSSIBLE EXTENSIVE FACIAL RECON

STRUCTION OF COURSE IS NOT WARRANTED BUT ANY LARGE MEDIAN GAP

IN THE UPPER LIP IS IDEAL FOR LOWER LIPSWITCH FLAP WHEN THE

COLUMELLA IS MISSING IT CAN BE PARTIALLY CONSTRUCTED BY EXTENDING

THE DISTAL PORTION OF THE FLAP THE LACK OF NASAL SUPPORT WILL

CERTAINLY PREVENT AN AESTHETIC RESULT BUT CLOSURE OF THE CLEFT DOES

FACILITATE FEEDING AND IMPROVES APPEARANCE FOR THE FAMILYS RELIEF

DURING THE INDEFINITE EXISTENCE OF THE PATIENT
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THIS SEMILOBAR HOLOPROSENCEPHALY PATIENT WITH SMALL BRAIN

HYPERTELORISM FLAT NOSE WITH ABSENCE OF SEPTUM AND COLUMELLA

AND MEDIAN CLEFT OF THE LIP AND ALVEOLUS HAD PRIMARY ABBE FLAP

WITH COLUMELLA EXTENSION TO FACILITATE FEEDING THE PATIENT LIVED

TO THE AGE OF 18 MONTHS AND THE CASE WAS PUBLISHED IN PLASTIC AND

RECONSTRUCTIVE SURGERY JULY 1968

DEHAAN FOR STARK IN 1968 REPORTED ON MEDIAN CLEFT OF

THE LIP ASSOCIATED WITH MICROCEPHALY ARHINENCEPHALY ORBITAL

HYPOTELORISM BILATERAL EXOPHTHALMOS ABSENCE OF THE ENTIRE CEN

TRAL PORTION OF THE LIP INCLUDING THE PREMAXILLA BUT WITH

NORMAL PALATE POSTERIOR TO THE INCISIVE FORAMEN AND SINGLE

CENTRAL OSTIUM LEADING INTO NASAL CAVITY DEVOID OF VOMER

SEPTUM AND ETHMOID PLATE HE HAD TREATED FOUR TRUE MEDIAN

CLEFTS WHICH WERE ACTUALLY OF THE PSEUDOMEDIAN OR FALSE TYPE

HE DESCRIBED THE SURGICAL TREATMENT

THE CLEFTS WERE REPAIRED BY SIMPLIFIED STRAIGHTLINE TECHNIQUE DURING THE

FIRST WEEK OF LIFE TO FACILITATE FEEDING THE INFANTS TOLERATED THE
SURGERY WELL

BUT NONE SURVIVED LONGER THAN WEEKS

PINTO AND GOLERIA OF BOMBAY INDIA IN 1971 AT

THE CONGRESS IN MELBOURNE ADDED THREE AGENESIS CASES WITH

MEDIAN CLEFT LIP AND HOLOPROSENCEPHALY TO THE WORLD RECORDS

STATING THAT FOR THESE NO SURGICAL TREATMENT HAD BEEN INDICATED OR

ADMINISTERED

FOUR EXCEPTIONS

THE CASES OF VILARSANCHO ALTET JACOB LONGACRE JACK FISHER

AND JAMES WELLS CONSTITUTE FOUR EXCEPTIONS VILARSANCHO ALTET

OF MADRID SPAIN REPORTED CASE IN REVISTA ESPAI CIRUGIA

PLASTICA IN 1968 THAT CERTAINLY CONFUSES THE ISSUE AND BREAKS

DEMYERS RULE THAT THE FACE INVARIABLY PREDICTS THE BRAIN NINE

YEAROLD MALE HAD AGENESIS OF THE RIGHT EYE AND HYPOTELORISM

ELONGATION OF THE MIDDLE THIRD OF THE FACE WITH ABSENCE OF THE

DORSUM OF THE NOSE AS WELL AS ABSENCE OF THE PREMAXILLA AND

PROLABIUM THE PATIENT ALSO HAD TETRALOGY OF FALLOT BUT OTHER
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WISE WAS NORMAL EVEN IN INTELLIGENCE VILARSANCHO ALTET ADMITTED

THAT HAD HE FIRST SEEN THE PATIENT AS NEWBORN HE WOULD HAVE

DIAGNOSED HIS CONDITION AS ARHINENCEPHALY AND POSTPONED SURGERY

TREATMENT THE MEDIAN CLEFT OF THE LIP WAS CLOSED WITH AN

ABBE FLAP THE DISTAL PORTION BEING USED TO CONSTRUCT THE COLU

MELLA BOTH VILARSANCHO ALTET AND REPORTED THE SAME APPROACH

ON MEDIAN CLEFTS IN THE SAME YEAR 1968

THE GENEROUS JACOB LONGACRE OF THE UNIVERSITY OF CINCIN

NATI COLLECTED RARE BOOKS AND RARE CASES OVER THE YEARS UNTIL HE

ACCUMULATED THE THIRD LARGEST PRIVATE PLASTIC SURGERY LIBRARY IN THE

WORLD HE TREATED SOME VERY FASCINATING PATIENTS COGNIZANT OF

HIS TREASURE CHEST OF CASES REQUESTED MEDIAN CLEFT AND WAS

REWARDED WITH THIS RARITY TREATED WITH SPLITRIB GRAFTS AND THIS

COMMENT

IN REVIEW OF THE LITERATURE HAVE FAILED TO PICK UP ANOTHER CASE WHICH

FOLLOWING SURVIVAL WAS SO TREATED

JACOB LONGACRE
AS CROWNED CHAMPION OF THE SPLITRIB GRAFT LONGACRE FIRST USED

THE PRINCIPLE IN 1952 AND APPLIED IT TO VARIETY OF DEFORMITIES

PUBLISHING ABOUT 20 PAPERS ON THE SUBJECT IN DECEMBER OF 1974

HE KINDLY FORWARDED THIS UNPUBLISHED CASE REPORT
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THIS CHILD WAS NORN WITH COMPLETE MIDLINE DEFECT WITH ABSENCE OF

PREMAXILLA PROLABIUM AND COLUMELLA WITH ASSOCIATED CLEFT LIP AND CLEFT PALATE

DEFORMITY THE FINDINGS OF MIDLINE CLEFT HYPOTELORISM AND MICTOCEPHALY ATE

MOST COMPATIBLE WITH DIAGNOSIS OF ARHINENCEPHALY THE LIP WAS REPAIRED AT

FIVE MONRHS AND REVISION OF THE
LIP REPAIT BY DR OMALLEY IN ORLANDO AT AGE

ONE YEAT MOTOR AND SENSORY DEVELOPMENT WAS SLOW THE PATIENT WAS STILL

CRAWLING WHEN FIRST SEEN AT AGE TWO FRONTAL AND LATERAL XRAYS REVEALED THE

MICROCEPHALIC SKULL WITH THE GROSSLY DEFORMED AND HYPOPLASRIC MAXILLAE AND

MALARS WITH ASSOCIATED MIDLINE CLEFT AND ABSENCE OF THE PREMAXILLA THE

INRERORBITAL DISTANCE MEASURED 15 MM DUE TO HYPOPLASIA OF THE ERHMOIDS

PH PATERNAL GREAT

UNCLE AND NEPHEW
BORN WITH UNILAR

ERAL CLEFTS OF PRI

MARY AND SECOND

ARY PALATE

FT FLU

YEARS

FOLLOWING EXPANSION AND CLEFT PALATE REPAIR BY DR LONGACRE AT AGE FOUR HE

DEVELOPED VOCABULARYOF250WORDSWITHINSIXMONTHSANDTWOOFTHE
WORDS HE USED CONSTANTLY WERE NO NOSE NO NOSE COLUMELLA WAS

RECONSTRUCTED WITH LOCAL TISSUES AND THE DEFECT OF THE MIDDLE THIRD OF THE

FACIAL SKELETON RECONSTRUCTED IN TWO STAGES WITH SPLITRIB GRAFTS TO MALAR
YEARS

MAXILLARY AND NASAL REGIONS IMPROVING PATIENTS APPEARANCE AT AGE FOUR AND

ONEHALF AND SIX

BILATERAL PTOSIS OF EYELIDS STILL GAVE THE PATIENT VERY STUPID APPEARANCE

THIS WAS CORRECTED WITH FASCIAL SLINGS TIED INTO THE FRONRALIS MUSCLE DURING

THE OPERATION FOR INSERTION OF THE THIRD SET OF ONLAY SPLITRIB GRAFTS FOLLOW

ING THIS THE PATIENT SHOWED TREMENDOUS SPURT OF IMPROVEMENT IN VOCA

RIONAL ACADEMIC AND SOCIAL ADJUSTMENT HE IS NOW TEN YEARS OF AGE AND

ATTENDING REGULAR SCHOOL FRONTAL AND LATERAL XRAYS REVEAL THE AUTOGENOUS
BONE

SUPPORT PROVIDED TO THE EXTENSIVE MIDLINE DEFECT OF THE FACIAL SKELETON

BY THE STAGED SPLITRIB GRAFTS 10 YEARS
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10 YEARS

AN ODD COINCIDENCE

DURING THE 1974 AMERICAN BOARD OF PLASTIC SURGERY EXAMINATIONS

IN PORTLAND OREGON ONE OF MY QUESTIONS DIRECTED AT JACK

FISHER WAS ON THE SUBJECT OF HOLOPROSENCEPHALY FIVE MONTHS

LATER HE REPAID ME BY REPORTING THAT HE NOW HAD CASE OF RE

LATED NATURE SUBSEQUENTLY PHOTOGRAPHS AND THE ACCOMPANYING

HISTORY AND PHYSICAL FINDINGS WERE FORWARDED FROM THE UNIVERSITY

OF VIRGINIA MEDICAL CENTER CHARLOTTESVILLE BY RESIDENT JAMES

WELLS WHO WITH JACK FISHER WILL BE PUBLISHING THIS CASE REPORT

THIS THREEMONTHOLD FEMALE BORN OF UNRELATED PARENTS BUT WITH

PATERNAL AUNT HAVING UNILATERAL CLEFT
LIP

AND PALATE WAS THE PRODUCT OF

PREGNANCY COMPLICATED WITH POLYHYDRAMNIOS AND QUESTION OF ASPIRIN

OVERDOSAGE AT TWO TO THREE MONTHS GESTATION HER BIRTH WEIGHT WAS

POUNDS OUNCES HER APGAR SCORE AT ONE MINUTE AND AT FIVE MINUTES

742



HER DEFORMITIES INCLUDE HYPORELORISM CLEFT LIP AND PALATE CLINODACTYLY

AND MICROCEPHALY HEAD CIRCUMFERENCE WAS 32 CM AT TWO MONTHS SHE HAD

NEUROENCEPHALOGRAM PERFORMED AND THIS IS SUMMARY OF THE RADIOLOGISTS

REPORT

IMPRESSION THIS EXAMINATION SHOWS EVIDENCE OF SEVERE FOCAL SUPERFICIAL

ATROPHY WITH AN ALMOST PORENCEPHALIC AREA IN THE TIGHT PARIERAL REGION AN
ABSENCE OF THE SEPTUM PELLUCIDUM SLIGHTLY FULLER VENTRICLES THAN ONE WOULD

EXPECT
IN THIS AGE AND MIDLINE CEREBELLAR AGENESIS OR ATROPHY

IT WAS REPORTED BY WELLS

TO DATE SHE APPEARS TO HAVE NORMAL GROWTH AND DEVELOPMENT PATTERN SHE

IS EATING WELL GAINING WEIGHT UTILIZING LAMBS NIPPLE

DISCUSSION WITH FISHER INDICATED HIS PLAN OF BILATERAL ROTATION OF

THE LATERAL LIP ELEMENTS WITH CLOSURE OF THE MUSCLES IN THE MID
LINE THIS SEEMS LOGICAL FIRST STEP AND IF THE PATIENT SHOWS

REASONABLE PROGRESS THEN AN ABBE FLAP WITH AN EXTENSION COULD

CREATE PHILTRUM AND COLUMELLA CRANIOFACIAL SURGERY IN REVERSE

TESSIER AND SPLITRIB GRAFTS MIGHT BE INDICATED IN THIS CASE AND

POSSIBLY IN THAT OF VILARSANCHO ALTET

SURGICAL TREATMENT
OF HYPOTELORISM

ALTHOUGH MOST CASES OF ORBITAL HYPOTELORISM WILL NOT DESERVE

SURGICAL CORRECTION AS NOTED THERE ARE EXCEPTIONS IN 1975 IN

PASTIC AND RECONSTRUCTIVE SURGERY CONVERSE MCCARTHY AND

WOODSMITH REPORTED THE FIRST CORRECTION OF AN ORBITAL HYPO
TELORISM ALTHOUGH NO CLEFT WAS INVOLVED THE CASE AND THE

TREATMENT ARE OF INTEREST

THE PATIENT WAS CAUCASIAN GIRL BORN WITH ORBITAL HYPOTELOR

ISM AND HYPOPLASIA OF THE NASOMAXILLARY REGION THE NOSE WAS

FLATTENED THE COLUMELLA SHORTENED AND THE SEPTUM ABSENT SHE

RECEIVED GRAFTS OF AUTOGENOUS CARTILAGE COMPOSITE EARLOBE AND

PRESERVED CARTILAGE TO HER NOSE BETWEEN THE AGES OF TWO AND NINE

YEARS AT 14 YEARS SHE REVEALED AN INTERCANTHAL DISTANCE OF 19 MM
AND RADIOGRAPHIC INTERORBITAL DISTANCE OF 14 MM 24 MM EX

PECTED FOR THIS AGE DIAGNOSIS OF NASOMAXILLARY DYSOSTOSIS

BINDER WAS MADE
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IN 1972 SURGICAL CORRECTION WAS UNDERTAKEN THROUGH COM

BINED CRANIOFACIAL ROUTE SIMILAR TO THAT FOR CORRECTION OF ORBITAL

HYPERTELORISM THE BONY ORBITS WERE MOBILIZED BY SUPERIOR HORI

ZONTAL OSTEOTOMIES VERTICAL INFERIOR HORIZONTAL AND PARAMEDIAN

OSTEOTOMIES AND TRANSVERSE CUT OF THE ORBITAL ROOF SEGMENTS OF

BONE WERE REMOVED FROM THE LATERAL ASPECT OF EACH ROOF

THE ORBITS WERE THEN TRANSLOCATED LATERALLY FOR TOTAL DISTANCE OF MMTHE

RESULTING DEFECTS IN THE ROOFAND IN THE NASOFRONTAL AREAS WERE FILLED WITH ILIAC

HONE GRAFTS BG

THE PATIENT SUBSEQUENTLY HAD AN INLAY NASOMAXILLARY SKIN GRAFT

AND THE TOTAL SURGERY RESULTED IN DEFINITE IMPROVEMENT IN HER

APPEARANCE
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