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SRMC DOES INNOVATIVE PROCEDURE
FOR A RARE LIVER ABNORMALITY IN KID
Chennai,
7th March 2019
Sri Ramachandra Medical center has done an innovative interventional radiology procedure for a rare life
threatening congenital vascular malformation in liver in a five-year old boy. Instead of normal blood flow from
intestine to liver that carries digested byproducts for absorption and filtering of toxins in the liver before drainage
into heart for circulation in the body, in this kid, by birth, there was an abnormal connection inside the liver,
because of which, the blood with toxins from intestine was directly draining into the heart without being processed.
Using interventional radiology approach, a stent was placed in the major blood vessel which drains blood from
abdomen into heart, by which the abnormal flow of blood inside the liver into this big vein was blocked. With this
the normal function of the liver was restored.
A five year old boy came with complaints of progressive breathlessness on exertion with effort intolerance
for two years, with no history suggestive of underlying cardio-pulmonary illness. On examination, he had bluish
discoloration of tongue and digits suggestive of cyanosis. On evaluation, he had congenital intra-hepatic
portosystemic shunt (Abernethy malformation intrahepatic Type V) with hepato pulmonary syndrome.
These congenital vascular malformations which form as shunts between portal vein and inferior vena cava
were discovered by John Abernethy in 1793. Since then, only around 100 cases have been reported worldwide,
further emphasizing the rarity of this condition. Only patients symptomatic due to this abnormal shunting of blood
are treated. Many have small shunts with no obvious symptoms and hence only on periodic follow up with no
specific intervention.
Due to abnormal shunting of portal venous blood into systemic circulation, there is passage of vasoactive
mediators from the splanchnic circulation directly into the pulmonary system bypassing the liver. This leads to
intrapulmonary vascular dilatations and impaired oxygen exchange resulting in hepato pulmonary syndrome
(HPS). This five-year old child was suffering from the same, which was progressively increasing for two years.
Due to rarity of this condition, no standard protocol of treatment is available. Interventional radiology
procedures include coil embolization for small shunts and use of vascular plugs for large high flow ones. Surgical
options are ligation for shunts outside the liver, liver resection for large multifocal intrahepatic shunts or failed
embolization and finally liver transplantation if none of the other options are feasible or failed.
Perhaps for the first time anywhere (not recorded in medical journals), using interventional radiology
approach, a covered stent was placed in the inferior vena cava (IVC), inferior to opening of hepatic veins and
superior to opening of left renal vein, effectively closing the opening of the intrahepatic portosystemic shunt into
IVC, followed by significant improvement in oxygenation. The child did well and was discharged without any
problems in five days.
The child came for follow up after three months. Doing very well. Bluish discoloration of tongue and
fingers disappeared, weight gain was noted and started going back to school.
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Foe;ijapd; gpwg;Grhh; caph;nfhy;yp fy;yPuy; gpur;rpidf;F
= ,uhkr;re;jpuh kUj;Jt ikaj;jpy; mjpetPd rpfpr;ir
nrd;id>
7 khh;r; 2019
gpwg;gpNyNa Foe;ijapd; fy;yPuypy; Vw;gl;bUe;j capUf;F Mgj;jhd xU
,uj;jf;Foha; khw;wj;ij CLUTk; fjphpaf;f Ez;Jis Kiw %yk; mjpetPd
rpfpr;ir mspj;J Ie;J taJ rpWtid = ,uhkr;re;jpuh kUj;Jt ikak;
fhg;ghw;wpAs;sJ. ,ay;ghf xUtUf;F rpWFlypy; nrhpkhdk; MFk; czT
,uj;jf;Foha; %yk; fy;yPuYf;F nrd;W mq;F er;Rg; nghUl;fs; ePf;fg;gl;L
Njitahd rj;Jf;fis cly; <h;j;Jf;nfhs;Sk; tz;zk; Rj;jpfhpf;fg;gl;l ,uj;jk;
,jaj;jpw;F nry;fpwJ. Mdhy;. ,e;j Foe;ijf;F gpwtpapNyNa fy;yPuYf;Fs;
Vw;gl;bUe;j xU ,uj;jf;Foha; njhlh;ghy; clk;gpw;F Njitapy;yhj er;Rg; nghUl;fs;
ePf;fg;glhkNyNa ,jaj;jpw;F nry;tJ fz;Lgpbf;fg;gl;lJ. Ez;Jis CLUty;
fjphpaf;f Kiwapy; fy;yPuYf;Fs; ,Ue;j ,e;j Njitaw;w ,uj;j ehs Foha;
milf;fg;gl;lJ. ,jdhy;> fy;yPuy; ,ay;ghd nray;ghl;il mile;jJ.
,e;j rpWtd; Kjd;Kjypy; = ,uhkr;re;jpuh kUj;Jt ikaj;jpw;F te;j NghJ>
Vw;fdNt fle;j ,uz;L tUlq;fshf ,ay;ghd nray;ghl;bd; NghJ %r;R tpLtjpy;
rpukk; fhzg;gl;lJ. ehf;F kw;Wk; rpy Njhy; gFjpfspy; ePy epw rhay; fhzg;gl;lJ.
ghpNrhjpj;j kUj;Jth;fs; mtDf;F ,ja kw;Wk; EiuaPuy; rhh;e;j gpur;rpid VJk;
,y;iy vd;gij czh;e;jdh;. NkYk; ghpNrhjpj;J mtDf;F fy;yPuYf;Fs;
gpwtpapypUe;Nj xU jtwhd ,uj;jf;Foha; ghij ,Ug;gJ fz;Lgpbf;fg;gl;lJ. ,e;j
epiyikia Kjd;Kjyhf [hd; mgh;epjp vd;gth; 1793y; fz;Lgpbj;jhh;. mjd;gpwF>
cyfstpy; ,J Nghd;W Rkhh; 100 epfo;TfNs njhpa te;Js;sd. ,g;gbg;gl;l
NehahspfSf;F mwpFwpfspd; jd;ikapNyNa rpfpr;ir mspf;fg;gl;L te;jJ. ,jpy;
gyUf;F> ,e;j jtwhd ,izg;G> kpfr;rpwpa mstpy; ,Ue;jjhy; Nkw;$wg;gl;lJ
Nghy> fjphpaf;f CLUty; rpfpr;ir Nkw;nfhs;sg;glhkNyNa rpfpr;ir mspf;fg;gl;lJ.
,t;tifahd gpwtprhh; epfo;T kpfTk;
mhpjhd fhuzj;jhy; ,jw;F
tiuaWf;fg;gl;l rpfpr;irfs; ,y;iy. ,e;j epiyik> fy;yPuYf;F Nkw;gFjpapy;
,Ue;jhy; mth;fSf;F mWit rpfpr;ir nra;aKbAk;. CLUty; fjphpaf;f
rpfpr;irfs; %yk; fy;yPuYf;Fs; ,g;gbg;gl;l Fohia milf;f = ,uhkr;re;jpuh
kUj;Jt ikak; vLj;Jf;nfhz;l etPd Kiw ntw;wp ngw;Ws;sJ. ,g;gbg;gl;l
rpfpr;irfs; gadspf;fhj epiyapy; fy;yPuy; cWg;G khw;W rpfpr;irNa mLj;j
tha;g;ghf cs;sJ.
,e;j Kiwapyhd rpfpr;ir ,Jtiu ,e;jpahtpy; nra;ag;gltpy;iy. (,Jtiu
cyfj;ju kUj;Jt ntspaPLfspy; fhzg;gltpy;iy). Rpfpr;ir ngw;W Fzkile;jgpd;
Ie;J ehl;fSf;F gpwF rpWtd; tPL jpUk;gpdhd;. mLj;j %d;W khjj;jpw;F gpd;
Nkw;nfhz;l ghpNrhjidfspy; ehf;F kw;Wk; rpy Njhy; gFjpfspy; ePy epw rhay;
ePq;fptpl;lJ. cly;vil Njwpa rpWtd; gs;sp nry;fpwhd;.
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