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v定义
§ 一种发生于涎腺的恶性肿瘤，由内层的腺腔导管上皮与外层的肌

上皮两种细胞组成

v ICD-O编码：8562/3

v好发部位
大部分发生于腮腺、下颌下腺，少部分发生于鼻腔鼻窦、上腭

v流行病学
§ 少见的涎腺肿瘤，占涎腺恶性肿瘤＜5%
§ 好发于60-70岁女性

v临床表现：缓慢生长的无痛性包块

v大体特征
§ 多结节状，质韧，呈推挤式边界

§ 部分包膜，小部分（30%）出现囊性变



v
§ 分叶状生长方式

§ 双层上皮

v
§ 内层---小的腺腔导管细胞，胞浆嗜酸性

§ 外层---多边形的肌上皮细胞，胞浆透亮

v
§ 出现筛状、基底细胞样排列，Verocay样生长，乳头状/囊性结构

§ 伴有皮脂腺分化、嗜酸细胞化生/顶浆分泌、双层细胞透明变、鳞化

§ 高级别转化、砂粒体

v
§ 低分子量角蛋白在腺腔导管上皮高表达，肌上皮成分低表达

§ 肌上皮成分高表达肌上皮标记，如：SMA，HHF35，P63，calponin
v

§ 通常为低度恶性，局部复发率30-50％，淋巴结转移15-20％，远处转移罕见

§ 5年生存率80-94％，10年生存率72-90％
§ 预后因素包括肿瘤大小、边界情况、高级别转化、肌上皮间变、坏死、淋

巴管侵犯











Am J Surg Pathol 2018;42:18–27



v又称为肿瘤“去分化”，是指高分化的低级别肿瘤失去了

原有的形态特征，转化为高级别肿瘤，在肿瘤中可见到低

级别和高级别病变区域毗邻，但又截然分界的状态

v可发生高级别转化的肿瘤：腺样囊性癌，黏液表皮样癌，

腺泡细胞癌，肌上皮癌，上皮-肌上皮癌，多形性（低度

恶性）腺癌，透明细胞癌，（乳腺样）分泌性癌

v高级别转化区域：完全失去了低级别病变的结构特征，完

全由间变肿瘤细胞伴大片坏死构成，形态上类似“低分化

癌”或“未分化癌”，同时部分或完全丧失了原有的免疫

组化表型和基因表型



v上皮源性肿瘤常被激活的两个信号通路：RAS-RAF-MEK-MAPK

和PI3K-Akt，导致肿瘤的增殖、浸润、迁移和血管形成

v RAS基因家族主要包括KRAS、NRAS和HRAS 3个基因

v多种肿瘤中均可发生RAS基因突变，常见的激活方式点突变

、表达量升高以及插入/转位突变等

v KRAS突变主要发生在结直肠癌、胆管癌、胰腺癌、肺癌和子

宫内膜癌中，NRAS突变常见于甲状腺滤泡性肿瘤、黑色素瘤

和结直肠癌，HRAS突变多发于甲状腺乳头状癌和膀胱癌

v有文献报道在涎腺EMC中存在HRAS基因突变，但其突变率和

特异性及与不同组织学形态的关系还未见描述



MATERIALS AND METHODS
v Patients and Histologic Review
§ 3 expert pathologists (M.U., M.N., and T.N.) 2017 WHO
§ 87 EMC cases (institutional and consultation)
§ Histomorphologic evaluation

• specific histologic variants or features
• histologic origin (de novo or ex PA)
• necrosis, lymphovascular and perineural invasion,
• nuclear grade, myoepithelial:ductal cell ratio, mitotic count, and Ki-67
labeling index

• mild and moderate atypia as low-grade atypia and severe as
high-grade atypia

§ ACC (n=19), PA (n=12), BCA (n=14), BCAC (n=6),myoepithelial
carcinoma (n=10), and myoepithelioma (n=1)

vMutation Analysis
§ HRAS (exons 2 and 3), AKT1 (exon 2), PIK3CA (exons 9 and 20),
BRAF (exon 15), CTNNB1 (exon 3), and KRAS (exons 2 and 3)

v Statistical Analysis



RESULTS

vClinicopathologic Findings











vMutation Analysis







DISCUSSION
vDespite its wide histologic spectrum, EMC
commonly harbors HRAS mutations

vHRAS mutation was not identified in any salivary
gland tumor entities manifesting EMC-like features,
including adenoid cystic carcinoma, pleomorphic
adenoma, basal cell adenoma/adenocarcinoma, and
myoepithelial carcinoma

vFurther experiments with cell lines or animal models
are required to clarify the functional roles of HRAS
mutations in EMC tumorigenesis, differentiation, and
development



CONCLUSION
vHRAS mutations are a frequent tumorigenic gene
alteration in EMC, despite its histologic diversity

vThe assessment of HRAS mutations will contribute
to the correct diagnosis of EMC in challenging
practical pathology settings

vThis study provides further insight into strategies for
diagnosing EMC and discriminating it from its
mimics






