ENAIA®EPOYXEX TIEPITITQXEIX

Avamuln kakondoug obavvapatog emi TMheCo€ed00g veupr-
vopatog ota Thaiowa vooouv tov von Recklinghausen

K. Mavadyrg, X. Tehotor, A. Kanpdkn

Ieprypagerar mepimworn eykvov yuvaikog, 29 €1wv, pe vooo tov von Reckling-
hausen (moAAamA1n vevprvwpdrworn). Merd tov Tokero €elaip€dnke Oyko¢ amo 1o
6paxiova mov mpoopara amexioe peydAo peyedog. Iotoloyika Siamotddnke Ka-
x0ndeg vevpelAfjuwpa (obavvoua) oe €6apog MAESOEIO0UE VEUPIVWOUATOG.

Ieprypdgpoviar 1a pop@oloyikd, 10Toxnuikd KAt avoooioTOXNUIKA €upnuala,
O1epevvdvial ta drapopodiayvwotikd mpobArjara mov mPoKUITIovV and 1) HEAETN
WV OYKWV TOU TEPLPEPIKOV VEUPIKOU OUCTIHATOG KAl ava@epovial 1a ovyxpova
6i6Aoypapikda Sedopéva mov apopovv 1 veuptvwudiwor) touv von Recklinghausen.

Aélerg kAetbrd: Nooog von Recklinghausen, Nevpvopdrworn, Kaxondeg obdv-

vopa, Konon.

EIXATQI'H

O1 6yKOl WV TEPLPEPIKWY VEVPWV Ttap' oo
Tov €xouv Kowvy Tpoéevor) e€akolouvdolv va
npobAnuatifouv omyv tafivopnorn toug. Toco
10 veupivopa 600 xat 10 vevpelrjpopa (obdv-
vopa) TePtéxovv KOUTIQPA TOU €XOUV OTEVH
Oox€01) p€ 1A QUOIOAOYIKA KUTIapa touv Schw-
ann. Ot 6ykot avtoi mapovoidlouv Stapopég
WG TPOC TNV €viommor), nhikia eppdviong, 1oto-
AOY1K1] €1KOVa, AVOOOIOTOXNHIKI] €KPPAcT) Kat
G TIPOG 1] OX€OT TOU¢ M€ T véoo Tou von
Recklinghausen. H napovoia moAamiev vev-
PLVOPATOV 1] €0Tw Kal evog The€oeldovg Tomov
veupvepatog, Onwg oty Tepintwor pag, €i-

INadoAoyoavaropixd Epyaotrjpio Nop. Tev. Noookopeiov
KaBdrag.

vat éva and ta baowkd xpupla yia va tedet
n 6dyvworn ¢ vevpvoudinong tomou 1L

O1 neproodiepot and 1oug kakofdeg Gykoug
0V EANVTPWV TV TEPLPEPIKWV VveUpwv (Mali-
gnant Peripheral Nerve Sheath Tumors
MPNST), nepthapbdvouv 10TONOYIKA XAPAKTI)-
PLOTIKA TIPOUTIAPXOVIOG VELPLVWPATOG O€ TIO-
00016 61%% H oxéon auvty elval daitepa
vyn\y, 81%, otoug aodeveic pe véoo tou von
Recklinghausen 6nw¢ embebarwvetat and cvy-
xpoveg BiBhoypapikég avapopéc?.

ITEPITPA®H ITEPIXTATIKOY

T'vvaika, 29 ey, oe katdotaon €yKupoov-
vrig, €onx0n yla tov ToKetd ot Malevtiky)-
Tvvaikoloyikr] Kh\ivikfj tov Nop. TI'ev. Nooo-
kopeiov Kabahag. Katd myv xhwviky efétaon
otamotddnke 1 mapovoia MoAGV vrodopiwv
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HopYwpdInv Tou eviomiloviav Kuplwng otV
Ke€@aAr xal 1a dkpa, pe Stapérpouvg amd Aya
xt\ootd éwc 14 ex. (Ew. 1).

Metd tov toketd 1 aodevrg umebAndn oe
efaipeon tov peyalvTépou GYKOUL TIOL E€VIOTIL-
{6tav otov ap. bpaxiova xat mov €ixe anoxin-
o€t 10 p€yedog avtd evidg TV TENeLTAlWY PNVAOV
(Ew. 2). To mapaokevaopa napeArjpdn and 1o
ITa8oloyoavatopikd Epyaotipio uvnd poper)
TIOANAMAGV 10TOTEPAXinV aKavoviotou oxnipa-
10¢, TEPPOPALNG XPOLAC, LMOOKANPNG, €NAOTL-
KN¢ 1 xatd Oéoeig bhevvwdoug ovotaong, pe
olaotdoelg 13x10x5 éwg 2x2x1,5 ex. Xy emt-
pavela oplopévev amd avtd avayvepilovia
Oeopidec oxeletkol PLOC.

H 1otoloyikr] efétaon moANamAov Ttopiv
arnd O\a ta ototepdxia €deile vedmiaopa twv
TIEPLPEPIKAOV VEVPWV. L€ TIOMNEC TIEPLOXEG TOU-
10 €lval apaloKuTIAPIKO P€ HUEWHATWOELG €0TIEG
avaloyeg pe g Antoni B meploxég, evod ak-
MoV epgaviletat MUKvVOKLTIAPKS, ayyetobpt-

Ewéva 1. Ap. dvo dxpo g aodevolg pe molha-
mAG veupivopata xat kaxkondeg obdvvopa.

Ewéva 2. Kakondeg obavvopa ap. Bpaxiova.

9ég pe oapxwpatddn OYn KAl XAPAKINPEG TTE-
poxwv Antoni A (Ew. 3). Ta xottapa 10waite-
pa oTig KuTtapoBpideic TEPIOXEG, €XOUV €UpE-
YEQEIC LUTEPXPWHATIKOUG TIUPTVEG HE APKETEG
puwoelg, Myeg v onoiwv eivar drumeg (Ew.
4). AvayvwpiCoviar axopn Nya moluvmvpnva
KUTIapa 1§ yrydvieg pop@éc. XT¢ puopatd-
Oe1g meploxég Oraxpivoviar Seopideg mepiye-
PIKGOV VEUPWV HE LMEPTIAAOCTIKO Katl VANOEONOC
ekpUAop€vo ouvdeTikd 1016 (Eik. 5). Aveupi-
OKOVIQl aKOWI €KTETAPEVEG VEKPWOELS KAl
bapiég expuMOTIKEC aANOIWOELG €ve) O€ Aiyeg
Teplpepikég Oéoelg dramotndnke dydnon twv
€YYUG €UPLOKOPEVWY OeoPidnV OKENETIKOV
puikov wov (Ewk. 6, 7). ITapampovviar emi-
ONG QPKETEC, 101aitepa TEPLPEPIKEC, TIEPLOXEC
pe TMAeC100€100¢ OramhekOpeveg Oeopideg Te-
PLPEPIKOV VELVPIKWV VOV Kat deopideg artpa-
KT0€100V KUTIAPwV €viog punpatddoug umo-
OTPOHRATOC 1) LANOEONC EKPUNIOPEVOL OUVOE-

Ewéva 3. H & E x 150 - TTukvokuTIapiKy] 0apKw-
patddng meptoxy tov kaxondouvg obavvopatog.

Ewéva 4. H & E x 400 - K(IKOI']8€Q oﬁavvcopo pe
€UpEYEdEIG VTEPXPWHATIKOUG TIVPIVEG KAl HITOOELG.
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Ewoéva 5. H & E  x150 - Acopidec mepipepikiv
VEVPWV €VIOC TOU VEOTIAAOHATOC.

Ewéva 6. H & E x 400 - Ileproxt) exgpONiong xat
VEKPWOT|G TOL VEOTIAAOHATOG.

Ewéva 7. H & E x 150 - Aijdnon touv mapaxerpé-
VOU OKENETIKOU HUOC amd 10 veOTAaopd.

koL 10100 (Ek. 8).
H popgoloyia touv veomhdopatog o€ ovv-
Svaopd pe TNV 10TOXNHIKY KAl AVOCOl0TOXI)-

Ewdva 8. H & E x 40 - [M\eC1doe16r1¢ d1dtagng twv
KUTIAPIKQOV Seopidwv tou veupvoparog.

pikr) pelétn pe VIMENTIN, NSE xat S-100
npwtelvy amédelfav On mpokertal TePt T\e-
€0e100U¢ VEUPIVOUATOC HE EKTETAMPEVEG TIEPLO-
x€¢ e€allayrc oe xaxkondeg vevpelnuwpa
(ob6avvopa) (Ew. 9, 10).

AVo prveg apyotepa mapaldbape oto Ila-
doloyoavatopikd Epyaotiplo téooepa axoun
oykidla amd myv idia aodevy pe evidmon oto
TPIXWIO NG KEPANG, Oéppa KAtw yvadou mAa-
yiag paxn\iknc xopag kat amd 1o 6efid avi-
bpaxio pe Swapérpoug 2,5-1,5-1 xar 55 ex.
avtiotoixwg. H 1otoloyikyy eéétaon €deile on
1a tpla mpodTa €ixav ver veupVEPATOC Kat
0waitepa 10 TPito amd auvid e€ixe toug xapa-
Kjpeg 1oL TAeCoe1doU¢ veuprvopatog (Ew. 11).
Y10 peyalvtepo Sramotddnke peydhn xuvtia-
pobpidera pe acaen Sidtaln oe deopideg, évio-
V1] KUTIAPIKY aturia, onpaviikov 6adpotv ava-
nTuCn Olapéoov puéwpatddoug 10Tov Kal ma-

BT,
ek

.'x., :
A,
O

Gearr i
5t

=

Ewdva 9. S-100 x 50 - Oeuxy) avoooloTOXNPIKY
avtidpaon oe S-100 touv veomhdopartog.
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Euéva 10. Van Gieson x 40 - XapaxnpioTiky mhe-
{160€1dri¢ O1dtaln 1wV KUTIdpwV TOL OYKOL KATd
TIEPLOXEG.

L k)

o
= y_A:‘:

Ewéva 11. H & E x 150 - Xapaxmpiotky ven
VELPIVOPATOG OTOUC HIKPOTEPOUG OYKOUG.

pouoia koAayovou. Y10 €v Aoyw veodmhaopa
nap' 6lo mou Tupnvokivnoieg katr dindnukn
€Méktaorn Touv Oykou Oev Oramotddnkav, ev
toUT01¢ 10 péyedo¢ xat 1 taxvmna avgnong
TOU VEOMAAOHATOC, 1) PEYANN KUTIAPIKI] ATL-
mia kat 10 mPooPato 10ToPKO TG aodevoig
(xOnomn-hoxeia) ovvnyopolv yia 1 Suvnukd
kakondn 6loloyikr] cLpPTEPLPOPA TOU €V AOY®
VEOMAAOHATOG TWV TEPLPEPIKWY VEVPWYV.

H aodevrig pe 6ixyj mg mpwtoboulia mrjye
o€ €101KO K€VIpo Tou e§wtepikov. Exel amoga-
olodnke kat €yrve axpOINPELAoPOg ToU ap. Avw
axpov. H mepatrtépw mopeia mg vooov dev
pag eivar yvooty.

YYZHTHXH

H vevpivwpdmwon etvar véoog mouv kAnpo-
Vope€ital pe 1oV aUTOOWHATIKG €MKOPATOVVIA

xapaxtjpa. Avrkelr oe pia opdda xAnpovoprt-
KOOIKOYEV@YV KAl OUYYEVOV VOOwV (evoidpe-
0€¢ KAtaotdoelg Petal oLYYEVOV AVOPANIOV-
EKQUAIOTIKGV VOOWV KAl VEOTIAAOL)V), TIG (a-
KOPATOoeEg mov xapaktpifoviar and exdn-
A@oetg amnd 10 veupikd ovotnpa, 1o Oéppa kai
1oug opdalpovc. ITeprypdgnxe yia PO Popd
amno tov von Recklinghausen 1o 1882 xat éxet
000 HopPéC: 1) veupvepdiwor) tonov 1 (ept-
(PEPIKI] HOPYPI)) KAl TV TUMOU 2 KEVIPIKY] HOP-
@1} (APPOTEPOTIAELPT] AKOUCTIKY] VEUPIVOPAT®W-
on).

H vevprvopdtoon 1 eival pia ouxvy yeve-
1Ky} vooog pe ouvxvornta 1:2.500-3.000 oe avri-
deon) pe ) veupvepdiworn toMov 2 Tov epga-
vifetar pe ouvxvoma 1:50.000 yevvrioeict.

Moévo ot mool aofeveic pe veuprvopdiwor)
T0rmov 1 éxouv OlKoyeveElako OeTKO 10TOPIKO
€VH Ol UTIONOLTIOL AVIIMTPOOWIEVOUV TTPOPAVAG
véeg petatdhetg. H ouxvotna petdAagng mov
vnooyiletal oe mocootd 10/mpog yapétn/mpog
yeved elval amd g mo VYNAEG yia KAnpovo-
polpeva pe €mxkpartolVIa Xapaxtjpd yvwpi-
opata. H véoog ouvoéetar pe anwleteg, mpo-
odfKeg 1] peETalNAlelg Tou OYKOEKPPACTIKOV
yovidiov ng vevprvopdtwong 1 mou evioride-
Tal 010 pAakpd AxPo ToL Xpwparoowpatog 17
omyv newpoxr) 17q12-17q22 xar elvar éva amo
1a peyalliepa avdpamiva yovidia mov €xouvv
npoodlopodel éng onpepa’. Kwodwomotel pia
nmpwIelvy, ) vevpivapivn, 1 onoia eviomifetat
OT0 HIKPOOWANVKOEC ovoTua Kat e€ivat xara-
Vepnpévn o€ OAOUG TOUg 10TOUG. Av Kat 1) Aet-
toupyla g dev éxel MAAPwg Orevkprviodel
dewpeitar xatd kdmoto TPOTMO OopdNoyoC TG
owoyeveiag v GAP npwteivav (GTPase acti-
vating protein) ot omoieg Oewpeltanr omt mai-
(ouv onpavikod PONO OTOV €NEYXO TNC KUTIA-
pAg avdmrugng®”.

Kopla xapakmpiouxkd g vooou eivat

a) Acppatikég KAPeyaNaktoxpoeg KnAideg
(cafe au lait spots).

6) TToN\anm\d pikpd oykidia deppatxd 1)
unoddpla (vevprvopata).

Y) Epn\ideg (freckling) ot paoxakaia 4
bovbwvikr) xopa.

0) OGdwa tou Lisch (apaptopata ipidog).

€) Kuotkéc ootkég alhowwoelc xat Oia-
paptieg xat

0T) Xnavidtepeg ekONADOELG OTwG YAolwpa-
1a 010 OMuKO veUpo 1 aklov oto KNX kadwg
Kat yayyhovevpopa, veppobldotwpa, Aevxat-
pia, yuvaikopaotia, avopalieg otov mvedpo-
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va K.d. Adyw ¢ MOKINAC TwV CUPTITWPATOY
éxouv kadoprodel Sayvwonikd kpupla ta
omoia mpémer va mAnpovviat ywa va 1edel n
Stdyvwon ¢ vevprvopdiwong tonov 18,

Ta vevprvopata, n kuPLOTEPT €KONAWOT) TNG
voéoou, epgavifoviar otV madiky] 1 €VHNIKY)
{w1) o€ omoladnmoTeE OMpeia 10V OEPATOC KAl
ouvvrdwg mapovoldlovv apyr] avénomn v pe-
yédoug touc’. Taxela avgnon 1ov peyédoug Toug
f TOvog o€ €0ago¢ TPOUTTAPXOVIOG VEUPLVR-
patog déter mavia my vrovora kakondoug eCal-
Aaynic. H ouxvomta xakondoug eCalkayrc oe
aofeveig pe vevprvopdiwon tnouv 1 eivat
ovokolo va mpoodioplodel pe axkpibera, xv-
paivetar ©®ot600 cOPPWvVa peE Ta oUyxpova
Bboypagikd 6edopéva and 2-29% o€ avri-
deom pe 10 yevikd mAnduopd, omov 1 eppdvi-
o1 xakondwv Oykwv amd 1a €\uTpa TV TEPt-
QeEPIKOV veVPwV €elval o€ Mooootd POALG
0,001%!.

H x\ivikr) mopeia g veupveopdtoong pmo-
pel va epgaviler €Capon xatd ) Sdpkela g
epnbeiag, yeyovog mov ogeiletat oty avénor
mov Tpokalei 1 B-o10TPadIONn otV Mapayw-
¥1j 10V apayovia avg¢nong v vevpwv (nerve
growth factor). H epgpdvion xaxondoug eCa-
Aayrc kxatd 61dp1<€1(1 mg q(KUpool')vr]g, OTWwG
ouvébn oy mepimtwor) pag, etvan emor]g av-
Enpévn kat oq)cl)\etcn oto 01 o mapdyoviag
avlnong twv vevpwv bploketar o€ vYnAég
OUYKEVIPWOELG OTO APVIAKO LYPO KAl TOV TIAa-
KoUVId, LMAPxouv O€ avaQopéc avaloyeg pe
m O1k1) pag otn oﬁyxpovr] 616)\10yp(1(pia“ Amno
ouyxpovcg PENETEC wOTO0O KLPIWG o€ cvr|)\1—
KEG Oxt Opw¢ kat o€ maidid, TPOKUMIEL OTL
peyalvtepo kivouvo kaxondouvg ealkayrg
olarpéxovv ot aodevei¢ mou vnobidnoav oe
axtivodeparneia, n kapkivoydvog Opdon g
omoiag, amodidetat oy avinpévn mapaywyn
KUTIdPwV T0v Schwann xat evOOVELPIKGOV 1vo-
6Aaotdv kadwg xalr o€ TUPNVIKEC KAl XPWHO-
OWHIKEG avwpalieg mou mpokalovvial anod v
enidpaot) g ota MepLPepikd vevpa',

H 6dyvoon xat aviipetomon twv KaKor)-
v OYKWV TwV EAVTPWV TV TEPLPEPIKOV VED-
pwv eCakolouvdel va mpobAnuartiler 1600 t0UG
nadoloyoavatdpoug 600 Kat T0Ug XEPOVPYOUC.
Av xat éxouv xprotporoudel kar xprotpo-
molovvIal 6pot AW VEVPIVOOUPKWA, VEUPO-
YeVéC odpkmpa, Kakondeg vevpieippwpa xat

kakonde¢ obdvvopa, teivel va emxpatioer o
0po¢ Kaxondelg Oykor €NVTPWV TEPLPEPIKDV
veVpwv (malignant peripheral nerve sheath
tumors, MPNST) k1 aut6 16t Sev éxel akdpn
0a@ag OlevkPviodel edv ot dykotl avtoi mpoép-
xoviat and ta xovttapa tov Schwann 1 amnd
TEPIVEVPIKOUG 1vobAdoTec.

Anoderln g aca@olc 10TOYEVETIKNG TIPOE-
Aevong v MPNST amoteholv o1 pepovopé-
VEG AVAQPOPEG TIEPIUTIWOEWY, OTNV TIPOOLTH O€
pag BiBhoypagia ot omoieg ovpnepthapba-
vetatr xat 1 Oy pag, oug omnoieg otov ido
Oyko O61amoTOONKe 1 MAPOLOia 10TONOYIKOV
YVOPIOPATWV VELPIVOHATOC KAl VEUPLNETIH®-
patog! 4,

Qot600 €lval kowva 1a amoteNéopara Iwv
01apopwVv PENETOV GooV agopd TV TPOYVWOT)
xat meviaety embiwon wv aodevov pe MP-
NST 1 onoia eCaptatat xatd yeviki) amodoxr)
and 10 €€ng ouvonapdn { pn vooou Touv von
Recklinghausen 1<€vtpu<r'] A T[€p1(p€p11(f] €vio-
mon, e€yyog fj MEPIPEPIKY evroruor] o€ dxpo,
ev 1 6adet 4 emno)\ng evromor], peycaog
peyalVtepo 1 pikpdtepo amod 5 ex., vPnAAg I]
xapnAog 1010)\oyu<og 608p0g Kakonﬁewg, €v-
POG XELPOVPYIKIG TOPNG Kat KAtdotaor Xel-
POLPYIKOV opiwv!>!e,

Ewdikd ot aodeveig pe véoo touv von Reck-
linghausen mpoobdi\oviar oe pikpdtepn nht-
kia, eppavifouv vopitepa peractdoelg kat €xovv
PKpOTEPT) Teviaety embinon 1 omoia xvpai-
vetat o€ mooootd 16-23%1718,

‘Ooov agopd oty avupepmon twv MP-
NST, n emdeuxy) xepouvpyiky agaipeon Ttou
OYKOU, € €vupéa Opla E€KTOPNG CLVOLACHEVT)
pe axnvodepamneia dewpeitar 61 amotelel v
KaAOtepn duvaty avUIPEIOTOT €ve 0 PONOG
m¢ xnpeodepaneiag elvar akopn vnd apgt-
obrfjmon av kat n xpfon xnpelodepanevtikov
oxfjpatog mov mepthapbdver adprapukivn eixe
kdmowa eAmdopopa anoteéopara.

EYXAPILTIEX

Euxap1lotovpe 10 mpoowTiké 10U TapaoKeva-
ompiov ya MV APTIA TEXVIKY] enefepyaoia
WV 1010V Kat mv kupia Mapia Anhdkn yua
M ovpboAr] ¢ ot ovyypagn Touv dpdpou.
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SUMMARY
Development of malignant schwannoma within a plexiform neurofibro-
ma in a case of von Recklinghausen neurofibromatosis

Manatis K., Teliousi K., Kapraki A.

Pathology Department Gen. Hospital of kavala, Greece.

A case of a pregnant woman suffering from von Recklinghausen disease (neur-
ofibromatosis) is presented. After the delivery a tumor from the left arm that was
recently enlarged was ressected. The neoplasm proved to be a plexiform neurofib-
roma with malignant transformation to malignant schwannoma.

We present the morphological and immunohistochemical findings of this rare
entity, we discuss the problems of differential diagnosis, and we review the recent

literature.

Key words: von Recklinghausen disease, Neurofibromatosis, Malignant Schw-

annoma, Pregnancy
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