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Аim: to present a clinical and morphological observation of an extremely rare combination of medullary carcinoma 
of the jejunum and intestinal lymphangiectasia in a 33-year-old patient with clinical features of malabsorption syn-
drome over the 10 years.
Key points. An autopsy revealed a tumor formation spreading from the wall of the jejunum to the mesentery, with 
metastases to the mesenteric lymph nodes. The medullary carcinoma with positive expression of СD117, DOG1, 
EMA, PanCK, PDL-1, vimentin, mosaic non-intense expression of CA19-9, calretinin, CD10, CDX2, CEA, MUC-5AC, 
SATB2, and negative reaction to ALK, CD3, CD8, CD20, CD30, CD31, CD34, CD45, CD56, chromogranin, CK7, 
CK20, desmin. The proliferative index was high: Ki-67 > 80  %. Moreover, during the histological examination of the 
intestinal wall, intestinal lymphangiectasia complicated by the malabsorption syndrome was revealed.
Conclusion. The uniqueness of this clinical and morphological case is in the combination of medullary carcinoma of 
the jejunum metastasized to the mesenteric lymph nodes with the underlying intestinal lymphangiectasia accompa-
nied by the development of malabsorption syndrome.
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Introduction
Medullary carcinoma of the colon is a rare neo-

plasm accounting for less than 0.04  % of all colorec-
tal cancer cases. This neoplasm is more common in 
the ascending colon of women and is more frequent 
in the elderly. It is extremely rare in the small intes-
tine. The progression of medullary carcinoma may 
be related to microsatellite instability and defects 
in DNA reparation. The existence of such chronic 
inflammatory diseases like ulcerative colitis, celiac 
disease, or Crohn's disease, can serve as a predispos-
ing factor for medullary carcinoma development [1].

Medullary carcinoma is morphologically and 
histologically similar to low-grade adenocarci-
noma. Based on literature and the World Health 
Organization, in contrast to low-grade differenti-
ated adenocarcinoma, medullary carcinoma is histo-
logically characterized by the absence of glandular 
structures, the existence of “sheets of malignant 
cells with vesicular nuclei, prominent nucleoli and 
abundant cytoplasm exhibiting prominent infiltra-
tion by intraepithelial lymphocytes”, as well as the 
rarer metastasis rate. But despite the diagnosis dif-
ficulties, medullary carcinoma has a more favorable 
prognosis [2, 3].

The intestinal lymphangiectasia is a rare dis-
ease, characterized by the abnormal expansion and 
proliferation of lymphatic vessels in the mucosa, 

submucosa, or subserosa layers of the gastrointes-
tinal tract. Depending on the etiology, intestinal 
lymphangiectasia can be classified into primary and 
secondary. Secondary intestinal lymphangiectasias 
are frequently associated with malignant diseases 
such as lymphoma [4]. Primary one is an idiopathic 
disease, which may lead to malabsorption syndrome 
development. Most commonly this pathology occurs 
in children up to the age of three, but in rare cases 
can be detected in adolescence or adulthood [5].

Case presentation
We report a clinical and morphological case of 

medullary carcinoma (MC) combined with intestinal 
lymphangiectasia and the malabsorption syndrome 
development in a 33-year-old patient. According 
to medical history, the first symptoms manifested 
10  years before the last hospitalization, when the 
patient had been diagnosed with the malabsorption 
syndrome with a predominance of exudative enter-
opathy for the first time. Computer tomography of 
the abdominal cavity revealed no tumor lesion.

A worsening developed a few days before hospi-
talization, when an abundant loose stool (up to four 
times a day) appeared, and fatigue increased. The 
patient was rushed to the hospital by ambulance. 
According to the patient, he has lost 10 kg (from 
57 to 47 kg) over the last two weeks despite regu-
lar nutrition. The patient’s condition was serious: 
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Цель представления клинического наблюдения: представить клинико-морфологическое наблюдение 
крайне редкого сочетания медуллярной карциномы тощей кишки и интестинальной лимфангиэктазии у боль-
ного 33 лет с клиническими проявлениями синдрома мальабсорбции на протяжении 10 лет.
Основные положения. На вскрытии обнаружено опухолевое образование, распространяющееся из стенки 
тощей кишки в область брыжейки, с метастазами в мезентериальные лимфоузлы. Диагностирована медул-
лярная карцинома тощей кишки с позитивной экспрессией EMA, PanCK, виментина, PDL-1, мозаичной не-
интенсивной экспрессией CEA, MUC-5AC, CDX2, CD117, CA19-9, кальретинина, CD10, SATB2 и негативной 
реакцией на CD3, CD8, CD20, CD30, CD34, CD45, CD56, хромогранин, CK7, CK20, ALK, десмин. Индекс про-
лиферативной активности высокий: Ki-67 > 80  %. Кроме того, при гистологическом исследовании стенки 
кишки была диагностирована интестинальная лимфангиэктазия, в результате которой развился синдром 
мальабсорбции.
Заключение. Уникальность данного клинико-морфологического случая заключается в сочетании медулляр-
ного рака тощей кишки с метастазами в мезентериальные лимфатические узлы с фоновой лимфангиэктази-
ей кишечника, сопровождающейся развитием синдрома мальабсорбции.
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Финансирование: работа выполнена при финансовой поддержке Министерства науки и высшего образо-
вания Российской Федерации в рамках государственной поддержки создания и развития Научных центров 
мирового уровня «Цифровой биодизайн и персонализированное здравоохранение» № 075-15-2022-304.
Конфликт интересов: авторы заявляют об отсутствии конфликта интересов

Для цитирования: Лобанова О.А., Трусова Д.С., Афонина М.А., Варенцов В.Е., Проценко Д.Д., Кретова Н.В., Сережникова Н.Б., 
Пешкова М.А., Жарков Н.В., Кочеткова С.Е., Степанова Ю.Ю., Штанев З.Д., Вехова К.А., Юмашева В.А., Колесникова А.О., 
Акан М., Чантурия М.О., Серебров Т.В., Тертычный А.С., Гуски Г., Руденко Е.Е., Демура Т.А., Коган Е.А. Клинико-морфологиче-
ский случай сочетания медуллярной карциномы тощей кишки и интестинальной лимфангиэктазии с синдромом мальабсорб-
ции. Российский журнал гастроэнтерологии, гепатологии, колопроктологии.  2023;33(4):92–100. https://doi.org/10.22416/1382-
4376-2023-33-4-92-100



94

www.gastro-j.ru

Рос журн гастроэнтерол гепатол колопроктол 2023; 33(4) / Rus J Gastroenterol Hepatol Coloproctol 2023; 33(4)

Clinical cases / Клинические наблюдения

the clinical picture of peritonitis, hemodynamic in-
stability, severe anemia (hemoglobin — 36 g/L), 
increase of multiple organ failure. An emergency 
surgery was performed: laparotomy, lavage, and in-
spection of the abdominal cavity, laparostomy. The 
portions resected from the intestinal perforation 
area and mesenteric lymph nodes were taken for 
the histological examination. In the post-operative 
period, the patient was on artificial pulmonary ven-
tilation, while the clinical and laboratory picture 
of the septic shock and progressive multiple organ 
failure remained. The patient died shortly after the 
surgery. The life-time computer tomography of the 
abdomen and histological examination of the surgi-
cal specimen were not carried out due to the short-
term stay in the hospital.

At the autopsy, the most pathologically signifi-
cant changes were localized in the abdominal cavity. 

A gross tuberous formation of dense consistency 
with distinct boundaries, arising from the wall of 
the jejunum was detected in the area, where the 
duodenum continues into the jejunum on the bor-
der with the mesentery. The loops of the transverse 
colon and mesenteric lymph nodes were soldered 
to the tumor node. The tumor’s dimensions were  
6 × 4  × 4 cm, and at a section was light yellow. 
The mucosa of the jejunum in the projection of 
the tumor was rough, with smoothed folding, did 
not bulge into the intestinal lumen, and contained 
defects sutured with the surgical sutures. In other 
areas, the mucosal layer of the intestine was pale, 
edematous, with multiple hemorrhages. In the lu-
men of the intestine 700 mL of blood clots were re-
vealed. The serosa was pale, with fibrinous overlays.

Histological examination of jejunal tumor tissue 
showed that the tumor consisted of solid-trabecular 

Figure 1. Histological examination of jejunal tumor tissue (hematoxylin and eosin staining): A — the tumor consists of 
solid-trabecular complexes of large atypical cells with hyperchromatic nuclei, matured cytoplasm, and frequent mitotic 
figures (magnification ×10); B — in the mesenteric lymph nodes, the lymphoid tissue was substituted by large atypical 
cells with hyperchromatic nuclei and light cytoplasm (magnification ×40); C — the intestinal lymphangiectasia in the 
mucous and submucous layers of the jejunum (magnification ×20); D — the cellular structures in the submucous layer 
of the small intestine, the malformation of the lymphatic vessels (magnification ×60)

Рисунок 1. Гистологическое исследование ткани опухоли тощей кишки (окраска гематоксилином и эозином): 
A — опухоль построена из солидно-трабекулярных комплексов крупных атипичных клеток с гиперхромными 
ядрами, развитой цитоплазмой и частыми фигурами митозов (увеличение ×10); B — лимфоидная ткань замещена 
крупными атипичными клетками с гиперхромными ядрами и светлой цитоплазмой в мезентериальных лимфоузлах 
(увеличение ×40); C — интестинальные лимфангиэктазии в слизистой и подслизистой оболочках стенки тощей 
кишки (увеличение ×20); D — ячеистые структуры в подслизистой оболочке тонкой кишки, мальформации лим-
фатических сосудов (увеличение ×60)

A C
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complexes of large atypical cells with hyperchromat-
ic nuclei, matured cytoplasm and frequent mitotic 
figures (Fig. 1A). The tumor’s stroma had the form 
of a fibrous septa with lymphohistiocytic infiltration. 
The tumor tissue invaded all the layers of the intesti-
nal wall with the invasion of lymphatic vessels.

The metastases were detected in six out of eight 
examined mesenteric lymph nodes. The lymphoid 
tissue was substituted by large atypical cells with 
hyperchromatic nuclei and light cytoplasm (Fig. 1B). 
More than 10 mitotic figures per field of view at ×20 
magnification were detected.

In the mucosa and submucosa layers of the small 
intestine outside of the tumor, the dilated, highly 
tortuous lymphatic vessels — lymphangiectasia, 
were found (Fig. 1C). In certain areas, the malfor-
mations might have resulted in significant thinning 
of the intestinal mucosa and the formation of cellular 
structures (Fig. 1D). The surrounding stroma was 
edematous and contained lymphoplasmacytic infil-
tration.

The differential diagnosis was carried out between 
medullary carcinoma, low-grade differentiated 

adenocarcinoma, neuroendocrine carcinoma, lymph, 
gastrointestinal stromal tumor of the epithelial or 
mixed type. For this purpose, an immunohistochem-
ical phenotyping of tumor tissue was performed.

On immunohistochemistry, the cells were posi-
tive for СD117, DOG1, EMA, PanCK, PDL-1, vi-
mentin; mosaic non-intense expression of CA19-9, 
calretinin, CD10, CDX2, CEA, MUC-5AC, SATB2; 
and negative for ALK, AMACR, CD3, CD8, CD20, 
CD30, CD31, CD34, CD45, CD56, chromogranin, 
CK7, CK20, desmin. The proliferative index was 
high: Ki-67 > 80  %. The results of the immunohisto-
chemical study are presented in Table and Figure 2.

Discussion
MC has diverse immunohistochemical expres-

sion, which makes it difficult to diagnose a tumor. 
During immunohistochemical analysis, we obtained 
a negative reaction to CD3, CD20, CD30, which 
makes it possible to exclude lymphoma. The data 
on the MC [6, 7, 8] and adenocarcinoma [9] of the 
colon from the articles fall in line with our results.

Table. Results of immunohistochemical study 
Таблица. Результаты иммуногистохимического исследования

Marker 
Маркер

Our results  
Наши результаты

References 
Литература

ALK – – [7]
CA19-9 ± + [14]
Calretinin / Кальретинин ± + [3, 8, 11, 12]
CD3 – – [8]
CD10 ± ± [7]
CD20 – – [8]
CD30 – ± [7]
CD34 – – [7]
CD56 – – [7]
СD117 + – [7]

CDX2 ± ± 
– 

[3, 11] 
[7, 8, 12, 13]

CEA + ± [14]
Chromogranin / Хромогранин – – [7, 8, 11]

CK7 – + 
– 

[8] 
[3, 7, 11]

CK20 – – [3, 7, 8, 11, 12]
Desmin / Десмин – – [7]
DOG1 + – [7]
EMA + ± [7]
Ki-67 > 80 % > 90 % [7]
MUC-5AC ± ± [11]
PanCK + + [13]
PDL-1 + + [6]

SATB2 ± ± 
–

[15] 
[3]

Vimentin / Виментин + + [7, 13]
 Note: “+” — positive expression; “±” — mosaic non-intense expression; “–” — negative reaction. 
Примечание: «+» — положительное выражение; «±» — мозаичное неинтенсивное выражение; «–» — отрицательная реакция.
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DOG1 nonspecific staining in certain cells made 
it possible to exclude gastrointestinal stromal tu-
mor, as evidenced by literature data on the MC of 
the colon [7].

A negative reaction to CD56 and chromogranin 
made it possible to exclude neuroendocrine carci-
noma, which is consistent with literature data [10]. 
Our results were also confirmed by the articles on 
MC of the colon [7, 8, 11].

A negative reaction to CK7 and CK20 was partly 
confirmed by the literature on MC of the colon: 
negative reaction to CK7 and positive reaction to 
CK20 [10]. Our results fully coincide with the cas-
es of MC of the colon reported in the literature [3, 
7, 8, 11, 12].

A diffuse co-expression of EMA, PanCK, vi-
mentin and mosaic non-intense expression of CEA, 
MUC-5AC, CDX2, CD117, CA19-9, calretinin 
were detected. I. Brcic et al., the authors of the 
article dedicated to the MC of the small intestine, 
revealed the same reaction to PanCK and a positive 
reaction to CDX2 [10]. In articles on MC of the 

colon other authors obtained the similar reaction 
to PanCK, vimentin, MUC-5AC и CDX2 [3, 7, 8, 
11, 13]. Also, Y. Morimoto et al. have reported the 
presence of CEA and CA19-9 markers in the plasma 
of patients with MC of the colon [14].

The negative reaction to ALK, CD34, desmin 
and mosaic non-intense expression of CD10 is con-
firmed by literature data on MC of the colon [7]. 
The positive expression of PDL-1 is fully in line 
with literature data dedicated to the MC of the 
colon [6]. The mosaic non-intense expression of 
SATB2 is consistent with the literature data on MC 
of the colon [15].

The proliferative index was high: Ki-67 > 80  %. 
The researchers obtained the same data during the 
investigation of MC of the ileum [1] and MC of the 
colon [7].

Conclusion
The uniqueness of this clinical and morpho-

logical case is in the combination of medullary 

Figure 2. Immunohistochemical analysis of the medullary carcinoma (magnification ×40): A — immunohistochemical 
staining for CK7; B — immunohistochemical staining for vimentin; C — immunohistochemical staining for PDL-1; 
D— immunohistochemical staining for SATB2

Рисунок 2. Иммуногистохимическое исследование медуллярной карциномы (увеличение ×40): A — иммуноги-
стохимическая реакция с антителами к CK7; B — иммуногистохимическая реакция с антителами к виментину; 
C — иммуногистохимическая реакция с антителами к PDL-1; D — иммуногистохимическая реакция с антителами 
к SATB2

A
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carcinoma of the jejunum metastasized to the mes-
enteric lymph nodes with the underlying intestinal 
lymphangiectasia accompanied by the development 
of malabsorption syndrome. The tumor was char-
acterized by an untypical for the medullary carci-
noma, high potential for malignant transformation: 
clinically rapid progression and early metastasis to 
regional lymph nodes, histologically and immuno-
histochemically high proliferation index.

Hardly the medullary carcinoma was the cause 
of malabsorption syndrome development, as the 
malabsorption syndrome lasts for more than 10 years. 

Undoubtedly, the development of the neoplastic pro-
cess began relatively recently, since the computer to-
mography of the abdomen showed no neoplastic pro-
cess 10 years ago. We consider that the development 
of malabsorption syndrome was caused by the intesti-
nal lymphangiectasia. In this case, the early manifes-
tation, the persistent progression type and the absence 
of other nosologies pointed to the primary intestinal 
lymphangiectasia. The development mechanism of 
medullary carcinoma with the underlying intestinal 
lymphangiectasia and malabsorption syndrome re-
mains unclear, so further research is needed.
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