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RESUMO

Objetivo - Apresentar os diversos tipos de tratamento cirúrgico aplicado a 51 pacientes portadores de doença litiásica biliar, cuja natureza difere do padrão habitual e conhecido da moléstia. Pacientes e métodos - Análise retrospectiva através da revisão dos prontuários de 51 casos de doença obstrutiva da via biliar intra-hepática, distribuídos por 35 mulheres e 16 homens, com idade média de 41 anos, acompanhados durante o período de 1976 a 2002.  Resultados - Embora não se possam comparar pacientes com diferentes graus de comprometimento hepático, os melhores resultados foram obtidos com a anastomose biliar alta. A drenagem distal foi considerada arriscada. Para lesões localizadas, a ressecção deve ser indicada, reservando-se o transplante hepático para a falência das anastomoses ou recidiva da obstrução. As taxas de mortalidade e degeneração carcinomatosa corresponderam a 14.5% e 6.2%, respectivamente. Conclusão - A doença obstrutiva da via biliar intra-hepática diferenciou-se da moléstia habitual através do quadro clínico e das características radiológicas da árvore biliar. Foi observada ampla variação entre os tipos extremos da doença, devendo ser adaptado o tipo de cirurgia ao grau de alteração biliar encontrado.

Descritores: Litíase biliar, colangite, doença de Caroli, degeneração carcinomatosa.
ABSTRACT

Objective -   To present the experience acquired with the treatment of the obstructive disease of the biliary intrahepatic tree in group of patients handled by a same surgical group.  Patients and Methods - Retrospective analysis of 51 cases of obstructive illness of the intrahepatic biliary tree, distributed in 35 women and 16 men, with average age of 41 years. The patients were divided in four treatment groups, according the type of surgery applied: without any biliary drainage, low drainage of the biliary tree, high drainage of the biliary tree or hepatic resection. Results - Although patients with different degrees of intrahepatic biliary disease cannot compare, the best results had been obtained with the high biliary anastomosis.  The distal drainage process was considered risky.  For located injuries, the extirpation must be indicated, reserving the liver transplant for the failure of the anastomosis or return of the biliary obstruction.  The rate of mortality and malignant transformation had corresponded to 14, 5% and 6, 2%, respectively.  Conclusion -  It’s possible to learn with these results that the more accentuated the biliary disease - expressed by the radiological alterations of the intrahepatic biliary tree -, more serious the disease also is, and more severe the functional disturbance and poorer is the prognosis.

Headings : Biliary stones, cholangitis, disease of Caroli, malignant degeneration
INTRODUCTION

Cholelithiasis is the commonest disease of the biliary tree. The patients frequently are young women in the largest part and inside of productive life. Their natural history is according to the normal pathological routine course, but eventually there are cases that escape from the habitual clinical profile. They suffer from the obstructive disease of the intrahepatic biliary tree. Both the high mortality and morbidity are sponsored by the hepatic lesion from concomitant cholangitis that these patients are frequently exposed to. The aim of this paper is to present the experience acquired with the treatment of the obstructive disease of the biliary intrahepatic tree in group of patients handled by a same surgical group.

PATIENTS AND METHODS

The obstructive disease of the intrahepatic biliary tree is characterized by the proposed radiological classification into four types (I to IV), cconsidering the stretching of the secondary ducts, its sudden amputation and the absence of such components in the hepatic periphery (Figures 1-5) ¹.
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FIGURE 1a - Normal aspect of a cholangiography. Note the tortuosity and the radiographic presence of biliary tree until the hepatic periphery
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FIGURE 1b - Patient with obstructive disease of the intrahepatic biliary tree. Note the stretching of the intrahepatic biliary tree, the presence of right angles, its sudden amputation and absence in the hepatic periphery
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FIGURE 2 - Cholangiography with Chiba’s needle, showing stretching of the intra-hepatic biliary tree and its sudden amputation. There is no biliary tree in the periphery of the left half of the liver. Stone in the common bile duct. Type I
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  FIGURE 3- Postoperative cholangiography, demonstrating stretched secondary biliary tract and  primary biliary tract with stenosis, besides the same findings of the anterior type. Intrahepatic stone. Type II 
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FIGURE 4 - Cholangiography with catheter, demonstrating unilateral dilatation, besides the same findings of the type I. Intrahepatic stone. Type III
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FIGURE 5- Cholangiography with Chiba’s needle demonstrating widespread dilatation, besides the same findings of the type I. Intra and extrahepatic stones. Type IV

Fifty one patients were included in this series and divided in four treatment groups: procedures without permanent drainage of the biliary tract - Group I; llow drainage of the biliary tree - Group II; high drainage of the biliary tree - Group III and hepatic surgery - Group IV

In Group I, no procedure of drainage was applied to the biliary tree.
Group II included low drainage of the biliary tree as the sole surgery, be the choledochoduodenostomy, sphinteroplasty or endoscopic sphinterotomy.

Group III consisted on the patients submitted to high hepaticojejunostomy in their varied forms ( simple; associated to lodging the end of the afferent limb of the Roux-en-Y in the subcutaneous space; triple and double bilio-enteric anastomosis, with jejunostomy of permanent access)

In Group IV were included the patients submitted to the extirpation of the segments involved by the disease and even to partial hepatectomy.

They were also evaluated by the pre-operative clinical signals and symptoms, the complications related to the surgical procedure and disease evolution.
RESULTS

The clinical and radiological stigmas of the obstructive disease of the intrahepatic biliary tree were present in all of the 51 patients, being possible to consider its presence pre-operatively or soon after the surgery in the total of the patients enrolled. In 48 patients, 59 surgical interventions on the biliary tree were done. In the remaining three, one with cholecystectomy and common bile duct exploration in the past, refused to be operated, in spite of the clinical and radiological suspicion of obstructive disease. Another had only hepatic biopsy because of the presence of a suspect lesion recognized during a vagotomy for duodenal ulcer. Finally, a third patient, already submitted to recent intervention on the biliary tree, didn’t accept a new operation.

The pathological analysis showed alterations suggesting Caroli’s disease of the fifties. Hepatic biopsies were performed in 47 patients. There were 41 cases of Caroli’s disease, being in 25 on its pure form, and in 13 it was associated to the disease of Grumbach-Auvert. Malignant degeneration was found in three patients 2-6,7,8,9,10,11.​

Group I
This group - the one not submitted to the surgery with permanent derivation of the biliary tract -, included seven patients. The more common radiological type in these cases was type I in five. Type II was found in the remaining two patients.

The procedures were cholecistectomies and choledochostomies in five cases - in four because of  stones in the common bile duct and in one because of dilation of the choledochus -, cholecistectomy and hepatic biopsy in one patient and hepatic biopsy alone in one. Among the seven, three patients presented recurrence of the cholangitis and one died because of the disease. The study of the hepatic fragment revealed the presence of the disease of Caroli in both of patients. The medium follow-up time was 3,5 years.

Group II

This group was submitted to low drainage of the biliary tree as unique surgery and included 14 patients. There were eight choledochoduodenostomies, three sphyncteroplasties and three endoscopic sphyncterotomies. History of  previous biliary surgeries were present  in five cases. There were three and four cases of  the radiologic types I and II, respectively; seven cases of the type III, and nobody in type IV.

Among the eight choledochoduodenostomies, one patient was lost of control in the follow-up; two underwent surgical revision being submitted to hepaticojejunostomies and were free from their complains till the last clinical review; four patients were doing well with no complains and another one died with colon tumor.

In two of the sphyncteroplasties patients, it was necessary a surgical revision. The hepaticojejunostomy cured one of them and the other one was submitted to right hepatectomy for cholangiocarcinoma four years after the sphyncteroplasty. One third patient presented cholangitis and stones in the intrahepatic biliary tree. Endoscopic sphyncterotomies were done in three patients. One of them needed endoscopic revision and, after two years, developed cholangitis and carcinoma. Another one got lost of control and the last of the three is doing well nowadays, but needed five retrograde explorations to be without symptoms.

The inventory of the 14 patients submitted to the distal drainage indicates that 43% of them had to be reviewed. In the pathological study  of the cases of this group, ten patients presented themselves with the pure form of the Caroli’s disease; in another patient, it was associated to disease of Grumbach-Auvert. In this group appeared secondary colangiocarcinomas. The medium follow-up time was five years.

Group III

This group - the high drainage of the biliary tract associated to hepaticojejunostomies in their different techniques -, included 25 patients. Simple and unique drainage included 14 cases; association to lodging of the end of the afferent limb of the Roux-en-Y in the subcutaneous space ocurred in nine cases; triple (one case) and double (one case) bilio-enteric anastomosis with jejunostomy of permanent access, were done in the remaining two patients. Five were radiologically classified in type I; 11 in type II and nine in type III. There was no patient in type IV.

In the pathological interpretation of the 25 cases, nine patients presented themselves with the pure form of the Caroli’s disease; in other nine, it was associated to Grumbach-Auvert disease. The findings were incompatibles in 3 patients and not specifics in another case. In 3 patients, the biopsy was not accomplished. The degeneration was not observed in this group.

Hepaticojejunostomies were done in 14 patients. Six of them were free from symptoms and five presented cholangitis during the follow-up period. Only one died due to fatal pneumonia and renal  failure.

Hepaticojejunostomies associated to jejunostomies with permanent access were done in nine patients. Six are doing well till nowadays. Two patients had the need of endoscopic exploration through the jejunostomy, because of recurrence of stones and abscess. A surgical revision due to anastomotic stenosis was necessary in one patient.

The only patient in which was done double anastomosis,  had a good post-operative evolution for eight years until dying because of genital tumor. In another one, the anastomosis was triple and only abdominal pain without infection is the actual eventual remaining complaint.

Sumarizing, in this group ten patients are doing well, as far as the last clinical folow-up shows. Intrahepatic endoscopic exploration through the jejunostomy and surgical revision was necessary in two and one patient each. There were two deaths. The average of the follow-up was nine years.

Group IV

In Group IV were included eight patients. Left bi-segmentectomies were done in four. Two patients are still well. Two treated with right hepatectomies died due hepatic failure. The first patient submitted to left hepatectomy is free from symptoms;  the other one deceased during the resection. The average follow-up time in this group was 3,6 years.

In the pathological analysis of the eight cases, four patients presented themselves with the pure form of the Caroli’s disease; in other three, it was associated to Grumbach-Auvert disease and there was one malignant degeneration.
Radiological classification and mortality

Among the 13 patients in the type I, three were well and four presented digestive symptoms in late follow-up. There were three deaths and three patients were lost of control.

Among the 16 patients in type II, nine are well, four present abdominal pain and there were two deaths, one of them due to colon cancer.

Among the 21 patients in type III, seven are without symptoms, four presented cholangitis and five died, being two of them, however, not related to the biliary disease.

The only patient of the type IV died.

DISCUSSION

The differences that share the current biliary disease and the disease of Caroli are of three orders. First, the occurrence of the cholangitis in the beginning of the clinical course in the congenital disease and as late episode in the current biliary illness. Second, the participation of the Mendelian component only in the French disease. Third, the radiological pattern of Caroli’s disease, characterized by the segmentary dilation of intrahepatic biliary tract. This radiological aspect is never found in the usual biliary disease (Figure 1a).
On the other hand, here in this work, half hundred of patients are presented that kept relationship with Caroli’s disease, be in the clinical profile or in the radiological alterations. And more: this relationship remained firmly accepted and recognized by the histological study that identified in them outstanding similarities with the Caroli’s disease. This study was apt to exclude any other form of intrahepatic disease 12.
The distinguishing features are, first, the absence of congenital profile. Really, there were not found in the material of obstructive intrahepatic biliary disease, ascendancies equally sick. It was also remarkable to recognize the large variety among the ends of the types of the proposed radiological classification. This finding implicated the adaptation of the operative approach 13.
The analysis of the interventions accomplished in the patients of this disease is in evolution. They vary from the simplest and inoffensive operations, which don’t recognize the true diagnosis, to procedures on the papilla that besides this omission, carry the risk of biliary infection. Once correct the diagnosis and moved away the priority of the relief of the portal hypertension, the selection of the operation will be indicated by concentration of the found lesions 14,15,16.

The purpose of the conservative surgery is to drain the entire intrahepatic biliary tree 17. The preference is the high hepaticojejunostomy. If doubt remains about intrahepatic stones, it will be convenient the use of the safety's device of the jejunostomy, that is, the creation of a way of permanent and easy access to intrahepatic biliary tree 18, 19. The low derivations should be avoided. If there is territorial concentration of the lesions or the presence of the atrophy-hypertrophy complex, the resection is indicated. It will be the ideal goal. The recurrence of the lesions or the failure of the high anastomosis indicates the solution of the hepatic transplantation20,21,22.

In relation to the several types of used interventions, it is always good to remind that in the present paper it was looked for the north of the operative strategy to the lesion found. It was never tried to confront the results obtained in the several groups: besides the sum of people treated be inexpressive, they represent different figures that cannot compare.

The importance of the execution of many biopsies will never be emphasized. The fragment should be collected not only from every hepatic territory, as well from the biliary tree. It will come from the histological research, the definitive diagnosis and it will be effectuated, still in operations accomplished out of the biliary tree, in case of suspicion on the presence of obstructive disease. As example, the verification that, in the material now analyzed, the pathology was discovered in two patients of this special segment.

The obstructive disease of the intrahepatic biliary tract is a very serious pathology, as it can be verified by the high mortality degree and complications. When compared to the usual biliary disease, the corresponding statistical numbers grow. Although it happens in younger patient, it differs, fundamentally, by the constant presence of cholangitis in the evolution. In the present study, 10 patients didn't survive.

Two points seem fundamental in the approach of these patients. First, the diagnosis should be precocious, based on the finding of the cholangitis in patients relatively young. Second, the finding of the concentration of lesions in one hepatic territory that will allow the curative resection 20,21
The application of the proposed clinical-radiological classification has value even prognostic. If the patients are distributed in the varied degrees of this classification, the gravity is emphasized by the highest degrees of alterations of the biliary tree. It is possible that this gravity corresponds to the evolution of the cholangitis, with their complications, such as the abscess and until the malignant degeneration 1 .

In relation to the malignant degeneration in this disease, it starts to grow when the patients are collected and accompanied by longer periods. This is in agreement to Moraes and col. Several hypotheses exist for the explanation of this degeneration; however the biliary occlusion and the consequent infection should live in the base of this process. The malignant degeneration should be located in the horizon of the treatment of these patients 23,24,25,26,27.
It is very important to investigate a more expressive number of patients, so the real existence of the obstructive disease of the intrahepatic biliary tree could be recognized as the tropical version of the Caroli’s disease.

CONCLUSION

About the surgical treatment of the obstructive intrahepatic biliary disease, it’s possible to learn with these results that the more accentuated the biliary illness is - expressed by the radiological alterations of the intrahepatic biliary tree -, more serious the disease also is, and more severe the functional disturbance and poorer is the prognosis.
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