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The central roles of the snesthesiologist
ere to protect the patient from the pain and

gstress of surgicael intervention end to preserve

phygiological homeostasis during the perioperative

pericd., 30,2 knowledge of the pathophysiology
of co-existing disemse regardless of the reason
for surgery and an understanding of concomitant
drug therapy are mendstory.

The genetic end metabolic digeases are smong
the most exciting erd chellenging disorders for

the specialist to desl with., The number of known
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metebolic disesses reve incressed ra
recent yeers ard they =re now recognized s an
importent causes of diseese in the pedietric age

group.

Tre factors account for the increesed recog-
nition that these disemazes sre important pert of
mnedicine:

I- the grester appreciation of clinicel signg of

I
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these disorders,

2= the incressed aveilehiliiy of relimble meth

gutstences in nhveionlogic Fflui

- tle emerzence of newborn screesning for nete-

identifies Yiochemicel disorders in infenis

who meTv e ’ﬂ"ﬁﬂ’r\n'l"v mormel end in whor timely
K — - -— o

treatrent wiil prevernt clinicel manifestations,

% % - ar AT k ; d
-ne excitmert surrourding tre meteholic

o

diseases have “een gererated by the recogrition
thet & rnuwsber of them can he irested arnd Irrive-
rsitle cliinicel complicetions prevernted. So, =

Thorcough rmowledze of These dlgesses Is esse
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FUNDATERTALI O0F ZENEDICS

Inrerited charecteristics ere carried from
gereretion to gerereticon bty the crhromosome, s
corplex nucleic mecid structure in the nucleus
of the cell, Zumers normelly heve 45 chro-os-

omes,which zre arrenged in 23 peirs, Cre of

these peirs determines the sex of “he irndivi-

o . .

~ZTr2mosomes gre comoozeld of thousends 2F zerac
wrich =mre the tesic Uritg of Teviditt, The pe-a
: k e a

- - > £ 4 S - . ¥
-5 Toe nicroseilcn gerem for tre ftremsmission of

an inherited *rzit, Trese are errensed ‘n oa 1i-_
P .- . . , )
ger Jeshlicr on Tle chromosome, “ne exect loceto

ign of m gzene on a chromosome Is its locus,

“ach chromesome nas thousands of loc? erremged

(Y]
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in g definite menner and the number and the
arrangement of genes on homologous chromosomes
are identical. Genes that occupy homologous
loci are slleles,or partner genes, Each
individusl therefore has 2 of each kind of
gene,one on each chromosome of a pair of

chromosomes ( XKosek,I985 ).

TEE CHELTCAL RBASTS OF YERIDITY:

Bach gene consists of sbout I500 linked
rmolecules of deoxyritonucleic acid (INL).
Zech molecule of DNA consists of +wo out

of four possitble basis linking molecules of

& pentose suger and phosphate { see figure T ).

Tre four possitle tesis are sdenineli),
thymire{T),cytosine{{ end gusni=e(&) .
~denire isg alweys peired with thymine and
cytosine with guenine,tut ms the order of
rairs down the complete structure is sign-
ificant,edenine-thymine hes a differert sign-

ificence to thymine-zmdenine., There sre thus

four possible pmirs. 4 seguence of three such
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btese pairs (called a codon) is necessary to exnc-
ode for the structure of esch amino acid and
each gene therefore consists of about 500 such
codons which ere the order of magnitude of the

number of amino acids in & polypepiide chain

( NeKusick,IS79 ).

The information which is encoded in the genes
is replicated st the +ime of norme]l cell divi-
silon beceuse esch DX4 molecule divides hetween
the two heses,mand each texporarily freed bhase
etiracts its complementary pariner btase from

substrate and thig results in the recong+tit-
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ucion of two identicel DXi moleculas { Vickers
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ard Johns,I=89 ),

ic informetion {nucleotide bese gsequence) to g
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iret codes & complementary 2XA codon,
ta3 21A mey serve ms a itemplaie net only for

revlication of DXA Tut also for the formation

of R4 (transcription) { Feris,T280 ).

differs from DA in that 1t sulstitutes
ricose for deoxyribose es the suger arnd replaces
trymire with urecil sg the pyrizidinze haseand

is single stranded, The messenger 241 ravels

o 4 %A D ) - - -
Trom tihe zmucleus In%c the cricy

cf reptiie tords,ss each ariro zcid is Incorp-

iz Tecilitated tv & srecific transfer 2XA =hick
AP fEmprgnomts ) ] srtnn zeodid =

cerries [ Trensn»oris) the armine z2cid melecule,
N - N -

The itremsfer N4 grteches Trrieflwv %o the me=ss-

erger A ty meens of &1 expomed,unpalred Iric-
let of teses Ymown s3 sn oenticodon,Filel Is come
wlementary o 2 messenger SINA codon for o thed
gpecific amino acid [ clusick,I%B8l Y,

Zontrol or regulstory (nomstructursl) genes
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regulate the rate of proteirn synthesis,control
the function of other genes,and even code the
structure of RHA that regulates and determines
celluler function,tissue growth and differentis

tion ( Haris,T280 ).

TRAMTON .

T 5
L ] L1i -

It ig a chenge of a bese pair of the DLA mol-
ecule, It will result ir & triplet whick codes
for & different amince acid resulting in en elte-
red protein ., Therefore,the level of & particul-
ar enzyme mey be reduced tecsuse it Is not synt-
tesized tut hes reduced asctivity or beczuse its

instability it is more rapidly troken down { Zmery
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