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case report with rarve laryngeal location
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Pe3rome

HeBporenHuTe TyMOpH Ha JIapHHKCA Ca U3KIIIOYUTEITHO PsiJiKa HaXo/l-
ka. Te Hal-4eCTO aHraXHpaT CyHparioTHCa M B OTACIHH CIIyYau
— miotuca. KIIMHUYHO ce MposBsIBaT ¢ 4yBCTBO 3a YYXKAO TSIIO, JTUC-
(arus, nuconus u qucnHes. YecTo mopaau 6aBHATa UM MPOTpecHs,
JIMarHO3aTa U JICYeHHeTo (KOETO € OCHOBHO XHPYPrHYHO) MOTar Ja
ce 3a0aBAT ¢ TOOMHU.

[pencraBsiMe KIMHUYEH CIydaid Ha )KeHA C MAJMTHU3UPAN JIApHH-
reajieH IIBaHOM C JECETrOMIIHA UCTOPUS, MPOCIEICHa OT IIbpBaTa
MosiBa Ha TMAaIMeHTKaTa 10 KpaiHaTa JUarHo3a.

YBoa

Oxoino 45% ot TymopuTe OT OOBHBKHTE Ha NEpH-
(depHHTE HEPBU BH3HUKBAT B 007acTTa Ha IJiaBara
U IIUSTA, KaTO OCHOBHATA MM JIOKAJIU3aIMs € Tapa-
(dapuHrea THOTO MPOCTPAHCTBO. XHUCTOJIOTHYHO
TE3U TYMOPH MPOU3XOXKIAT OT CTPYKTYPH Ha TEepH-
¢depuute HepBH, BKItouBaiy llIBaHoBUTE KieTKH,
NEPUHEBPATHUTE KIETKH, GUOpOOIacCTH 1 aKCOHH,
KaToO BCEKU OT T€3U KOMIIOHEHTH MOXKE Jja € Mpe-
CTaBEH Pa3InYHO, KOETO € C BAYKHO JIMATHOCTUYHO
3HauCHHE.

K®M Ta3u rpyna TymMOpH ce MPUYUCIISABAT LIBAHO-
MBT, HEBpOYUOPOMBT, NIEPUHEBPUOMBT, MaJIUTHE-
HUSAT TYMOD OT nepudepHuTe 0OBUBKH Ha HEPBUTE,
MHUKCOM/HEBPOTEKEOM U TpaHYJIApHOKIETHYHUAT
TYMOp.

44

Abstract

Laryngeal nerve sheath tumors are extremely rare. Most of the cases
affect supraglottic and occasionally glottic space. Clinically they are
presented with foreign body sensation, dysphagia, dysphonia and
dyspnea. Due to their slow progression, the diagnosis and treatment
(which is mainly surgical) are not uncommonly delayed for years.
We present a clinical case of female patient with malignant transfor-
mation of laryngeal schwannoma, revealing the ten-year duration of
medical history from the first examination to the final diagnosis.

Introduction

Approximately 45% of peripheral nerve sheath
tumors (PNST) are found in the head and neck
region, where tend to be localized in the para-
pharyngeal space. Histology reveals mixture of
Schwann cells, fibroblasts, perineural cells and
axons, having variable presentation in the different
entities, which serves as an important criteria with
diagnostic value.

As a group PNST includes schwannoma, neuro-
fibroma (NF), perineurioma, malignant peripheral
nerve sheath tumor (MPNST), nervous soft tissue
myxoma/neurotheceoma and granular cell tumor.
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[IIBaHOMHUTE ¥ HEBPOHUOPOMHUTE CE CpemIaT N3KIII0-
YUTEHO PSJIKO B JIAPUHKCA, KAaTO IMPEICTABISABAT
no-manko ot 0,1% or OeHUrHEeHWTe JIApUHTEATHU
Heoruta3Mu. [1IBaHOMBT ce cpelia MajKo Mo-4eCTo
oT HeBpo(hUOpOMa, KaTO OCHOBHATA MY JIOKQJIA3a-
uus e apuenumniotTnyHara roaka (80% ot cinyyau-
T€), BEHTPUKYJIUTE WM BOKAIHUTE I'bHKH (20% oT
CIly4auTe).

W3kmounTenHara psKOCT Ha JJAPUHTEATHUS [1Ba-
HOM W OII¢ TOBEYE Ha CIIy4yauTe C MaJMIHECHA
Tparcopmanus ca nBa (akra, KOUTO MPEBPHIIAT
MpeACTaBEHMsI OT HAC CIIyYail B YHUKAJICH.

Marepuasiau v MeToau

IIpenoneparusnoro KT u3cnensane nmokasa mbiHa
OoOCTpyKLHMSI Ha JIapUHKCAa OT TyMOpHa (Gopmanus,
MHOUITPUpAIIA AICHATa YacT Ha JJAPHUHKCA, XOMO-
JIaTepaIHOTO CyOXOpAAIHO IPOCTPAHCTBO U PETPO-
KPHKOH/IHATA 30HA.

TymopbT O€ OTCTpaHEeH OnepaTuBHO, (GPUKCUPAH BHB
(dbopManuH 1 OT Hero Osxa N30paHU U BKITIOYEHH B
napauHOBU OJIOKYETAa PENpPEe3eHTAaTUBHU CPE3H.
XUCTONOTHYHHUTE Tpernapartd Osixa HalpaBeHU C
nebenmuHa 4 um M OLBETEHU C XEMajayH €O3MH.
VIMyHOXMCTOXMMUYHOTO H3Cle[BaHe Oe¢ Hampase-
HO Ha aBTOMATH3UpaH UMyHOCTeiiHep. AHTUTENa-
Ta, KOUTO Osxa m3mom3BaHu, ca S-100 mporenn
(monuknonanen), CD 34, CK AEI1-AE3 u Ki-67.
OmneHsiBaHETO Ha MponudepaTHBHATA AKTUBHOCT
upe3 Ki-67 6e ochIiecTBEHO B 30HUTE ¢ HAN-TONIS-
Ma IUTBTHOCT Ha CUTHAJIMTE HA TOJIIMO YBEJTHUYCHHE
(HPF; x 400).

Knaunnynu nannu

ITpe3 romu 2008 1. B xumHukara no YHI™ Ge npuera
59-ropumiHa KeHa C OIUTAKBaHE OT TPYAHOCT MpHU
I'bJITAHC U T'OJIsIMa TYMOPHaA MacCa Ha HIKATAa.
[IpeamecTBaniy aHAMHECTUYHU JaHHU:

[Ipe3 1998 r. napuHrockonus Mo NOBOA APE3raBOCT
Ha TJlaca W JUCKPETHAa HOIIHA AMCIHEs TOKa3Ba
XUIICPpEMUSA U HaMaJICHA IMOABUKHOCT Ha AsCHA-
Ta BOKaJIHA T'bHKA NpU (OHAIUS M PECIUpALHSL.
HenocpenctseHo noj 3anHa % Ha cblarta ce BUAsS
Manko chepuyHo oOpasyBaHHE C TNAIKa MOBBPX-
HoCT. B3era Oe Ouoricus ¢ maTOXUCTOJIOTHMYHA Ta-
THO32 BB3MAJIUTEIICH MICEBIOTOIUII.

IIpe3 2000 r. e HanpaBen KAT u e ycraHoBeHa
IpOMEHEeHa KOH(UTYpalus Ha ICHATa JIapUHTea-
Ha MOJIOBMHA 3a CMCETKA Ha MHAYpalusad U HAJIUINUEC

Schwannoma and NF are rarely diagnosed in the
larynx and comprise less than 0,1% of all benign
laryngeal tumors. Schwannoma, being slightly
more prevalent than NF, is usually localized in
aryepiglottic folds (80% of the cases), ventricula or
vocal folds (20% of cases).

The rarity of laryngeal schwannoma as it is and
moreover the exeptional cases of malignant trans-
formation, are two facts that make the case unique
and worth publication.

Materials and methods

Preoperative CT scan revealed complete obstruc-
tion of laryngeal cavity by the tumor, infiltrat-
ing right laryngeal cavity, homolateral subchordal
space and retrocricoid area.

Obtained specimen was fixed in formalin and
representative sections were embedded in paraf-
fin. Four micrometer-thick sections were stained
with hematoxylin-eosin. Immunohistochemistry
was performed using anavidin-biotin peroxidase
complex method on an automated immunostainer.
Antibodies used were S100 protein (polyclonal),
CD34, CK AE1-AE3 and Ki-67. The assessment of
Ki67 was performed in the areas of greatest density
of signals on high-power fields (HPF; x 400).

Clinical features

59-year old female patient presented to the Head
and Neck department in July 2008 with difficulties
to swallow and large size tumor mass of the neck.
Past medical history:

In 1998 due to hoarsness and discrete nocturnal
dyspnea direct laryngoscopy revealed hyperemia
and decreased motility of the right vocal cord dur-
ing fonation and respiration. Behind the posterior
%4 of the same vocal cord was visible small spheri-
cal nodule with smooth surface. Biopsy and histol-
ogy revealed inflammatory pseudopolyp.

In year 2000 - CT scan showed changes in the right
half of the larynx, owing to broad induration with
areas of calcification, continuous with the cricoid
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Ha MacHBHM KaJLMEBOIUTBTHH 30HHM, 3aJIMYaBAIIN
U CBBP3BAIIM C€ C KPUKOUIHUS XPYLISI Hampena
U C JSICHOTO CyOXOpJaJIHO MPOCTPAHCTBO HAJIOIY,
MHQWITpAIM JOop30JaTepajHara CTeHa Ha Tpa-
XeATa W YacTUYHO OOTypHpamy JapHHreasHara
KyXHHa.

ITpe3 mapt 2002 r. 6omHaTa ¢ npuera B KimmHnka
MO IMYJAMOJIOTHSI M €HIOKPUHOJIOTHUSl C OIUIaKBaHe
oT 3anyx u JecHa ymopa. IIpu YHI' craryca e
yCTaHOBEHO, Y€ TyMOpHaTa ¢opmalius Beye 00xBa-
ma ¥ BeCTHOYIIyM JIAPUHTHC, HO OOJIHATa OTKa3Ba
ouorncus.

[Ipe3 ronmu 2002 r. mopaau mporpecupany 3aayx
0osHaTa € TPaxeoCTOMUpPaHAa MO CHEIIHOCT U OTHO-
BO € B3eTa OHMOICHA OT TyMOpa C IaTOXHUCTOJIO-
THYEH pe3yATar - Bb3MajuTeNieH monui. bomHara
OTHOBO OTKa3Ba OINEPAaTHBHO JIEYEHHE C OTBOPEHA
ouoncus.

[Tpe3 2005 u 2008 1. Ha HaMpPaBEeHUTE KOHTPOJIHHU
KAT ce ycranoBsiBa mbjiHa OOCTPYKIUS HA JapUH-
reajHaTa KyXyvHa ¢ aHT@)KHPaHe HAI'bJIHO Ha JsICHA
JApUHTeallHa TOJIOBUHA OT TYMOp, pa3pacTBalll
cyOxopaiHo U peTpokpukouaHo. [loctenenHo ce
MOSIBSIBA 3aTPYIHEHUE B I'bJITAHETO ITbPBOHAYAHO
Ha TBBpJA XpaHa, KOETO IpOrpecHpa 0 IThJIHA
HEBB3MOXKHOCT 3a MPUEM JOPU U HAa TEUHOCTH.
Ilopanu Obp30 pa3BuBama ce AexXuaparanus U
3aryba Ha TeJIECHO Terio OoiHaTra MPOrpecUBHO
ce BIIOIIIABA U CE ChIVIACSABA HA ONepaTuBHA MHTEP-
e, [Ipe3 2008 1., 10 roguHu OT HaYaIOTO HA
OIUTAKBAHUSATA, TAIIMEHTKATA C€ CBHIVIACH J1a CE TOJI-
JIOXKH Ha OIeparus.

[Ipe3 ronu 2009 1. e u3BbpIIEHA JTAPUHTEKTOMHUSL.
Pe3ynTarsT OT MaTOXMCTOJIOTMYHOTO H3CIIEIBAHE
Ha TyMOpHata (popmManus U JONBIHUTEIHOTO UMY-
HO(PEHOTUIHM3UPAHE € MAJTUTHEH TYMOp OT OOBHB-
KaTta Ha iepu)epHUTE HEPBHU, BE3HUKHAJ Ha Oa3ara
Ha MaJIMTHU3MPAJ HIBAaHOM.

B pamkuTe Ha eqHa rogMHa OT JAPUHTEKTOMMATA
OoJHaTa MPETHPIISABA OIE JBE ONEPaIMH 10 TTOBOJ
Ha JIOKalHu peuuauBu. YcranoBuxa ce U KAT
JaHHU 32 OBP30 MPOTPECUpPALTN MEIUACTUHAIHH
MeTacTasu. [ 0neMusT TyMOpeH ToBap 1 HEBb3MOXK-
HOCTTa 3a KOHTPOJI Ha 3a00JsIBaHETO JI0BEIOXa 110
PSI3KO BJIOIIABAaHE M CMBPT HA MAIHEHTA.

ITaTosoruuna Haxoaka

MaxpoCKOTICKH TyMOPBT Oelre 100pe OTTpaHuyeH,
C TBbpJa KOHCUCTEHIIMS, IPOMUHHUPAILl U HAITbJIHO
o0TypHpal JyMeHa Ha JIapuHKca, ¢ pazmep 10 cm
B IUAMETHP.
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cartilage in the front, with the right subchordal
space downwords, engaging the dorsolateral wall
of the trachea and partially obstructing laryngeal
cavity.

In March 2002 the patient was admitted to the
Department of Pulmology and Endocrinology with
complains of dyspnea and fatigue. ORL status
revealed that the tumor infiltrates vestibulum lar-
yngis as well. The patient denied biopsy.

In July 2002 was performed emergency tracheosto-
my due to quickly progressing dyspnea and biopsy
result was inflammatory pseudopolyp. The patient
denied surgical treatment.

Year 2005 and 2008 — CT scan revealed complete
obstruction of laryngeal cavity by the tumor,
infiltrating right laryngeal cavity, homolateral sub-
chordal space and retrocricoid area. The difficulties
to swallow solid food at the beginning escalated
to the point of not being able to ingest even fluid,
leading to dehydration and weight loss. At this
point, 10 years after the first presentation of the
disease, the patient agreed to be operated on.

In July 2009 — laryngectomy was performed. The
following histologic examination was morphologi-
cally and immunophenotipically consistent with
MPNT with areas of conventional schwannoma.

Within one year of the operation the patient was
submitted and operated on twice due to local
recurrences. Few months later CT scan showed
mediastinal metastases. All that made the disease
difficult to control and the patient proceeded to
quick downhill course due to dissemination of the
malignancy.

Pathologic findings

Grossly the tumor was 10 cm in diameter, well cir-
cumscribed mass with hard consistency, protruding
and completely obstructing the laryngeal lumen.
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XHCTOJIIOTUYHO TOM C€ OKa3a ChCTAaBEH OT M3ABII-
’KEHU KJIETKU C BBIHHCTH s/Ipa U HenoOpe BUIUMHU
KJIEThYHU TPAaHUIM, OPTaHU3UPAHU B CHOITYETA.
3aeHO CbC 30HUTE C BHJ HAa KOHBEHIIMOHAJECH
[IBAHOM C€ HaMepuXa M y4acThIH C KIEThUEH aTH-
MU3bM, MUTOTUYHH (QUTypu U MaJIku (POKycH Ha
Hekposa. Ctpomara Ha Tymopa Oe moOpe BacKyda-
pu3MpaHa, a HIKOU OT Ch/IOBETE — ChC 3a/1€0eIIeHH,
XMaJMHU3UPAHU CTECHHU.

NMyHOXHCTOXMMHYHOTO U3CIIE€IBAHE MTOKAa3a CUITHA
orHuiHa no3utuBHOCT 3a S 100 mpoTeuH u nurmca
Ha TakaBa 3a CK AE1-AE3 u CD34. IlpoueHTsT
Ha Ki-67 MO3UTUBHUTE SIAPEHU CUTHAIN B 30HUTE
C Haii-roysiMa MIBbTHOCT Bapupaie oT 30% 1o 35%
B TYMOPHHTE KJIETKH.

Muckycus

TymopuTe, IpOU3X0K AU OT IepruepHUTE HEPBU
C JapuHreajHa JOKajau3auus, ca psakocT. Kem
TO3W THIT HEOIUIa3MH MOXE Jla TMPUYUCIUM TPH
OCHOBHH TPEICTAaBUTEINS: IIBAHOM, HEBPOPHUOpOM
Y MaJWTHEH TyMop OT nepudepHuTe 0OBUBKH Ha
Hepsute (MPNST, manuruen msanom). MuenuHu-
3WpAIINTE OJIUTOJCHIPOIIMTH B IIEHTPAIHATA HEPB-
Ha CHCTEMa Ce 3aMecTBaT B NepudepHUTE HEPBU
ot llIBaHOBHUTE KIJIETKH, KOUTO 3a€IHO C IEpPHHE-
BpaJIHUTE KJIETKU U (puOpoOIacTuTe ca OCHOBHUTE
KOMITOHEHTH Ha T€3W TYMOPH.

[[TBaHOMBT TIOHSIKOTA CE€ acoIuupa ¢ HeBpohpuopo-
maro3a tun 2. Hail-uecto 3acernarara Bb3pacT €
4-10 u 6-T0 necerunetue. 45% OT TE3W TYMOPH ca B
o0iacTTa Ha IV1aBaTa | IKATa, HAH-9eCTO JIOKAJIH-
3UpaHy B napadapuHreaHOTO MPOCTPAHCTBO WM
VIII uepenHOMO3bYEH HEPB (AKyCTHUEH HEBPOM).
AKCOHHTE Ha 3aCerHaTHs HEPB C€ U3MECTBAT MEpH-
(dhepHO WM MoTaT J1a ce OKakaT 00XBaHATH OT Karl-
cynarta. ToBa MoO3BOJIsSIBa pajvKalHaTa €KCUU3HS U
ChXpaHsIBaHE Ha HepBa. Te3u TyMOpH YeCTO JOC-
TUTaT TOJIEMHU pa3Mepu 0e3 ChI'BTCTBAILA HEBPO-
JIOTUYHA CHMITTOMATHKa W HApacTBAT CyOMYKO3HO,
KOETO T'M MPaBU TPYAHH 3a OTKPUBAHE Ha TUPEKTHA
JAPUHTOCKOIIHS M Ha IIUITKOBA OMOTICHS, KOETO Ce
MOTBBPKIaBa M OT HAIllUs CIydail.
MakpoCKOTICKH TyMOPBT TPEICTaBIsBa TBHPHA
CHBKaBa Maca MOHSAKOra ChC 30HU Ha KUCTUYHA WX
KCaHTOMAaTO3Ha JereHeparus. XHUCTOJOTUYHO Ce
HaOroaBaT JBa BapuanTa: Antoni A THIT C KJlacu-
YeCKM OMMCAHUTE Tela Ha Verocay, KOUTO Tpe-
CTaBJIABAT CTPYNBAHMs OT BPETEHOBHUIHU KJIETKU B
KOMITAaKTHU TPYIH C TTAJIMCATHO PA3IIOIOKEHH SIpa
1 y4acTbhIIM ChC CTPYNBAHE HA LUTOILIa3Ma MEXKIY

Microscopically the tumor cells were elongated
spindle cells with wavy nuclei and poorly defined
cytoplasm arranged in fascicles. Together with the
appearance of conventional schwannoma histology,
there were well defined areas with cellular atypia,
occasional mitotic figures and small necrotic foci.
The tumor was well vascularized with some thick-
walled hyalinized blood vessels.

The immunohistochemical study showed strong
patchy reactivity for S 100 protein and no reactiv-
ity of tumor cells for CK AE1-AE3 and CD34. The
percentage of Ki-67 positive nuclei in the areas
with the highest density was ranging from 30% to
35% in different areas.

Discussion

PNST of the larynx are rarely encountered.
Three main entities are included to this category:
schwannoma, MPNST and NF. The myelinating
oligodendrocytes in CNS are replaced by Schwann
cells in peripheral nervous system, which together
with perineural cells and fibroblasts are the main
cell components of these tumors.

Schwannoma is in some cases associated with NF2.
The most commonly affected age is 4th and 6th
decade. 45% of those tumors are in the head and
neck region, most frequently located in parapha-
ryngeal space or VIII cranial nerve (acoustic neuro-
ma). The axons of the nerve of origin are displaced
at the periphery, although they may be entrapped
in the capsule. That allows radical excision spar-
ing the nerve. Frequently they can reach large size
without neurologic symptoms, and growing in the
submucosal space makes them sometimes missed
on direct laryngoscopy and small biopsies espe-
cially early in the course, as was our case.

Grossly the tumor presents as hard gray mass with
cystic degeneration and yellow areas of xanthoma-
tous degeneration. There are two growth patterns
on microscopic examination: Antoni A with the
classical appearance of Verocay bodies, that rep-
resent areas of nuclear palisading alternating with
,huclear — free® areas of cytoplasmic processes;
Antoni B - loose mashwork of cells forming micro-
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Ts1X; Antoni B — ¢ HUCBK IenmynmapuTeT ¥ y4acTh-
UM Ha MUKPOKHUCTHUYHU M MHKCOUJHU MPOMEHH.
VIMyHOXHCTOXMMHYHO TE€3U TYMOpH EKCIpecHupar
S-100 mpoTeuH, KOETO NOTBBPKIaBa HEBPAJIHHUS
UM IIPOU3XOLI.

Haii-uecrara nokanuzanus Ha nIBaHOMa B 00JIacT-
Ta Ha JIApUMHKCA € apUENUIVIOTHYHATa I'bHKA U
MO-PSAKO UCTUHCKATa U JIBHKJIMBATa TJIaCHA I'bHKA,
HMHEPBHPaHa OT BETPELIHUS KJIOH Ha TOPHUS JTApUH-
reajieH HepB.

[Ipu mosiBata Ha GonHAaTa B KJIMHUKATa MPOIECHT
0e TBbpJE aBaHCUPAJ, 32 J1a ONPENEIUM TOYHO OT
KbJ€ MPOM3XO0XKAA, HO CBHACUKH IO KIMHUYHUTE
nanau ot 1998 1., mpolechT Ha-BPOATHO € 3aro-
YHaJI OT JAsjCHaTa WCTHHCKA IJIACHA BPb3Ka WIH
JICCHUS apUTEHOU/.

Ha KAT mankuTe miBaHOMH c€ MPEACTaBAT Ha-
YeCTO KaTo XOMOTeHHa XumepaeHcHa mMaca. Tymo-
puTe, O-roJIeMH OT 3 €M, YECTO ca C adTepHupalia
IUTBTHOCT MOPAJX HAJIMYUETO HAa 30HM C KHUCTHUY-
Ha JereHepanus U KanuudukaTu. XeTeporeHHOTO
nepudepHo yCHIIBaHE C KOHTPACT, KOETO MOXKE J1a
ce HaOmIO/1aBa, ce ABJDKU HA 30HH C BapUpall emy-
JAPUTET, KUCTUYHA JeTeHepanusi U KPbBOU3IUBH.
SIMP Ha mBaHOMa NOKa3Ba HACBK MHTCH3UTET Ha
curHana npu T1 oOpazure M XeTepOreHeH BHCOK
WHTEeH3UTEeT Ha curHana npu T2. Toa moxe na
ce o0sicHH ¢ anTepHupamuTe 3001 Antoni A u B.
Brrpeku ToBa KAT u SIMP He Hu naBar crienudu-
YyeH o0pa3 ¥ He BUHArM MOTrar Jla pa3rpaHuyar 1mBa-
HOMHTE OT JIpyI' OCHUTHEHHM JIE3MH Ha JIApUHKCA.
CurypHa e eTMHCTBEHO XUCTOJIOTUYHATa IMarHo3a,
KaTo Hai-moOpe € MarepuansbT Ja ce B3eMe 4pe3
THHKOUIVIEHA WM €KcUM3HOHHa Ouorcus. Hamu-
YHeTO Ha KaJuu(pUKaTH B IIBAHOMHUTE Hajara
JudepeHnraiia Juario3a ¢ JepMOHIHA KUCTA U
cnienn(pUYHU TPAHyIOMATO3HHU JIE3HH.
ManurHeHusT TymMOp OT mnepudepHuTe OOBUBKH
Ha HepButre (MPNST) e MekoTbKaHEH TyMoOD,
KOWMTO MOKa3Ba JOKaJECH MHBA3UBEH PacTek, YECTH
peLUNIVBA U METACTaTUYEeH NOoTeHnHal. Hal-uecto
TOW Bb3HHKBA de NOVO MM KaTO MaJMTHEHA TpaH-
chopmanuss Ha 1IekcugopMeH HeBpohHOpOM.
W3knrouenust ca ciaydauTe ¢ MajJuUTHEHAa TpaH-
chopmarus Ha MIBaHOM. J[MarHoCTUIMpAaHETO Ha
MPNST XHCTOJOTHYHO JOCTa YECTO € TPYAHO
1opajy NpUIKKaTa ¢ IpyTryu HEOoIUIa3Mu ¢ Mogo0Ha
Mopdonorus: comutapeH ¢uoOpozen Tymop, NF,
naparanriinoMm, (GuOpocapkoM, JIEHOMHOCAPKOM,
ENUTENIONJICH U CHHOBUAJIEH CapKOM, MAaJUTHEH
MenaHoM. Hsikon Tymopu chbIbpiKaT eJHOBpEMEH-
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cystic spaces with myxoid changes. On ICH those
tumors express S-100 protein, that confirms the
neural origin.

When located in the larynx, schwannomas are most
frequently found in aryepiglotic folds, followed by
true and false vocal cords, innervated by the inter-
nal branch of superior laryngeal nerve.

At the time of first presentation of the patient at
our hospital, the tumor was already advanced, wich
precluded the chance of defining its place of origin.
We can only judge by the medical history from
1998 that it started from the right true vocal cord
or right arytheniod.

On CT scan small schwannomas are frequently
seen as homogenous mass. Tumors larger than
3 sm have frequently various homogenous and
heterogenous enhancement with contrast, owing
to cystic degeneration and calcification. Heter-
ogenous peripheral enhancement is likely due to
variable degree of cellularity as well as cystic and
hemorrhagic areas. On MRI schwannoma shows
low signal intensity on Tl-weighted images and
heterogenous high signal intensity on T2-weighted
images. The latter can be attributed to the alternat-
ing Antoni A and B areas. Both CT and MRI are
nonspecific in regard to the diagnosis of biology of
schwannoma. Defining is only the fine-needle aspi-
ration or excision biopsy. Dystrophic calcification
can be seen in ancient schwannoma and requires
differential diagnosis with dermoid cyst or specific
granulomatous lesions.

MPNST is malignant neural soft tissue tumor,
which shows locally invasive growth, frequent
recurrences and metastatic potential. They most
commonly arise de novo or as malignant trans-
formation of plexiform NF. Exeptional cases like
the one we present can develop on the ground of
schwannoma. MPNST shows histologic diversity
that makes the diagnosis difficult due resemblance
to other spindle cell tumors such as solitary fibrous
tumor, NF, paraganglioma, fibrosarcoma, leiomyo-
sarcoma, epitheloid and synovial sarcoma, malig-
nant melanoma. Some cases may have admixed
epithelial or mesenchymal structures( termed Tri-
ton tumor). Diagnosis of MPNST is confirmed by
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HO €NUTEIHU U ME3EHXHMHHU CTPYKTypU — TyMOD
Ha Tpuron. luarnozara Ha MPNST ce noTBbpxk-
JlaBa UMYHOXUCTOXMMUYHO 4Ype3 CHJIHATa eKcIpe-
cus Ha S-100 mpoTenH M HeratMBHATa peakuus 3a
CD 117, nesmun, CD34, HMB-45, Synaptophysin
and Chromogranin, CK AE1-AE3 u SMA.

N3Boan

JlapuHreamHUsT MIBAaHOM C MaJMIHEHa TpaHC(op-
Manusi € HeoOM4YaeH U CE acoLUMupa C HeCHelu-
(GUYHM CUMOTOMH M KBCHO JAMarHOCTULUPAHE.
OOpasHuTe H3CIeBaHUs HE Ca XapaKTEpPHU U 3a
OKOHYATeJIHATa IMarHo3a ce U3MCKBa XUCTOJIOTUY-
HO M3CJIEIBaHE Ha JI0OCTAaThUHO 10 00eM Marepua
U JONBIHUTEICH HMMYHOXHUCTOXMMHUYEH aHAJIU3.
Jlopu masikute Ouorcuu Morart jia Ob1ar (haammBo
HEraTUBHU, NMOPaJy HAJIUYMETO HA MHTAKTHA Ha-
Jexala Myko3a. XupypruuHara eKCIU31s 0CcTaBa
OCHOBEH IMOJXOJ IPU Tepanuara Nopagud MaJKOTO
Ha Opoii ciydau ¥ HEJOCTAaThYHU JJAHHU 32 MOCTO-
NEPaTUBHO MOBEIECHHE NIPYU TE3U MAILlUEHTH.
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IHC that shows strong and diffuse positivity for
S-100 protein and by the negative reaction for CD
117, desmin, CD34, HMB-45, Synaptophysin and
Chromogranin, CK AE1-AE3 and SMA.

Conclusions

Laryngeal schwannoma with malignant transfor-
mation is very unusual and associated with non-
specific symptoms and thus late diagnosis. The
imaging analysis does not show any characteristic
features and for definitive diagnosis is required
thorough histologic examination and additional
immunohistochemistry. Even small biopsy some-
times may be false negative due to the fact that
the tumor is covered by intact overlaying mucosa.
Surgery remains the mainstay of treatment owing
to the insufficient data about postoperative manag-
ment of such patients.
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