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may ;. missuudsssasnzvanlulsn  Neurofibromatosis
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MUY hypoplasia 983 ethmoid 182 maxillary sinus 919978, floor 909 sella turcica
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LOYIRINITY
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Neurofibromatosis 38 von Recklinghausens disease LUW heriditary
.. < . A " a X . aye o °
condition IﬂElLiJu autosomal dominant B39DIIWLINNNIULDIIN mutation ﬂ‘lﬂ AR
1m0 dysplasia 989 neuroectodermal [L8Y mesodermal tissues. von Recklinghausen
+ o HE 4 (1) X . A @ E
lusseesnuuzasslsauniunt ar 1882 lulsau histology 920N 9 NN
a P A
01NNN dyplasia 903 neuroectodermal i8S mesodermal tissue 819N lesion N

neuroectodermal sheath cells 993 Schwann 8% mesodermal connective tissue.
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multiple cutaneous tumors WHSY neurofibroma 983 peripheral nerve
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§1131 skin tumor ‘Luimumuﬂnwm:m’mumm mauuaml,a:’rfﬂmﬂmu
° [y N A 1] A
MIIMAaINA 1w cirsoid 1#78 plexiform neurofibromas
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1. Macrocranium nglvanfissgiawinlvgdunuliisnsass: 75 Wnnnms
IANIIUTBY glial cell suasnzuinlugau®
2. Dysplasia of bones "fl’llﬁﬁ defect logiawe greater wing 983 sphenoid
bone, middle fossa W8 orbit NIWAIIUMWIINAWA 1 wenINUETNN defect ﬁns:vln
:Tmnﬁmzﬁ lambdoid suture ¥RIND junction 984 parietomastoid LLB$ occipitomastoid
suture ¥NTINNL mastoid T79%n LaiaTy® defect Lﬂuzﬂnﬂun?ﬂ?wuiﬁo’ﬁ'ﬁﬂmnninﬁo
N
3. Associated intracranial tumor WUMTWREMLURIMNANEUUAZA LMK
maaLﬁaanﬂiu WU optic foramen Talu optic glioma %70 internal acoustic canal n'fﬁo
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1 Developmental anomalies Uaan¥lnan uavmmﬂmzl'lu W% sphenoxd
bone Wie'lt) Falunmuii 2 3t sphenoid bone T9Fievelyl 1 bone defect Lummo
mmm middle cranial fossa ﬂ']’ldl'HmW‘(l 3 ‘a"mu’J’ILU'm'l‘II’I\‘J’E’lEmﬂI.UEIﬂ deformed
W8 posterior WaY lateral wall mﬂ‘hJ 8409 temporal lobe ﬂul.uumn'lutmmma

7‘]'11/1%01% 10 ﬂlﬂGNU’JUN mental retardation LLﬁ., CT m"‘mauanmm focal
30 generallzed atrophy ﬂJﬂdﬁNﬂdﬂdlﬂNU’Jﬂ?’lﬂu mww 4 WIUANDIGIM left frontal
lobe N atrophy mim subarachnoid space mwumﬂgma‘lumumumm
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2. Tumor formation CT scan 3247 l#nnNEMUBIBNTHNANS 7 1A

1. Spine and contents
o 4 A __(9)4 v o - o @
ﬂﬂlﬂﬂlﬁWUUﬂUﬂﬁ!ﬂﬂﬂ kyphoscoliosis 'D'\'I‘WU‘lﬂfl\'liﬂElﬁz 10 019 40 HNNLLUU

v 1A
segment 84 € 13w 5 vertebral body

©13NY posterior vertebral scalloping(m) mawaauulaives rib, intervertebral

foramen ﬂ’ﬁd(u)
A . v A : 1 v & A 1

N13N kyphoscoliosis §NA dural ectasia 390N LWUN dural sac ‘Ilmﬂlmy
% a a
YULLALZA erosion U8 pedicle (LAY lamina ALY scallop posterior vertebral bodies(n)
é ° < A 1 v A A
%9IN1IN1 myelography annln  219d meningocele IINNWNIDY associated tumor

1 . . A
$%BNIN neurofibroma L¥¥ meningioma 1478 neurosarcoma

f1. Thorax

. . @ e . . ! q et . .

WBNIN scoliosis WRALIWL rib lesion 398A28 L TUaNBMIY twisted ribbon
. d . . q . . . ‘! “'

deformity 819% rib notching LUWHNAEIIN erosion VB intercostal neurofiroma WIBDLUUIN

primary defect 910 bone formation
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Mediastinal neurofibroma Wy lnuaslulsau NE’IEJO'IHEU’JEJLU‘LL interstitial
1 ar L] A |
pulmonary fibrosis 3I4NY neurofibromatosis(w) MNUUEMWIIGUDALUY diffuse small
A v ]
irregular pulmonary shadows w30 honeycombing wNBunUlU  tuberous sclerosis 9

pathogenesis EK?NV]TIU

4. Cardiovascular system

mumm'rﬂm congenital heart disease mlubﬂu(“ 15) &un pulmonary
valvular stenosis mwuuaﬂwmmﬁ]wu ventricular septal defect, coarctation, atrial
septal defect LY complete heart block

(16,17)

Arterial lesion ®1awy lnlu autopsy WUN  renal artery mnﬁqmm

Schwann—cell proliferation 14 vascular wall FINAL secondary degenerative change
1 . . o . & L. v A ! w
L% fibrosis 1914 angiogram LWWLLW  smooth  constriction  FBILEUIRDNTINNY

poststenotic dilatation 813WU aneurysmal dilatation %JN‘S?EJJ’I%V‘L&HLM]@WJ@H(I8 19,20,21)

2. Extremities

H(4,9,12)
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1. Overgrowth L8 periosteal dysplasia LLT%‘IHEJ’]”J%H nasan ilium  IUIN
Tvgau  9nTiDmMIAeunysenA1vis clephantiasis neuromatosa 21NN blood
supply Lﬂuéu

Neurofibromatous tissue 873 involve periosteum yl#N loose attachment

Ly = 4 A |
ﬂumxv;]n:w subperiosteal hematoma UIL§AWIWD1LY calcified cyst

v @ A e
2. Bowing L8% pseudoarthrosis 9849 long bone ¥NLUUN tibia
~ K A~ X 'y T ! yvl 2 2 .
MWN 6 lumwuimIsasulasves fibula A n3zan Inalas e iies
1 s = a a P a Al a A
N9 lateral  WUTINAUMIN joint Wrnd (pscudoarthrosis)  T9813LAALBINT DAL VIO
v A @ A 2 [} dli 1 a . .
ﬂizan‘mmwm osteotomy LWBLLﬂﬂimvﬂIﬂd LG DINNIN defective bone formation
% 4 -
HONIIMNWHIAINY marginal bony defect 94 long bone L&Y rib FIBIUNNIN

dysplastic periosteum
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9. Missceleneous lesions

MNUANUANUNANIS  endocrine,
metabolism T pheochromocytoma hyper-
parathyroidism, medullary carcinoma %89
thyroid, carcinoid tumor 989 small bowel,
precocious sexual development, u urinary
tract 2793 neurofibroma 989 bladder 11
gastrointestinal system 81390 lesion ’ﬁgu
pharynx, esophagus, stomach, small bowel,

(s,22) & ¥
colon, gallbladder LL8Y pancreas" >~/ LUUAY
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