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Pa3soj LUHC-a

* Pa3Boj Mo3ra noynmbe in utero, HacTaB/ba Ce NOCT-HATA/IHO, U TPaje cBe A0 Kpaja Tpehe
AeleHuje *MBoTa (a ycnocTtaB/bakbe CMHANCK A0 Kpaja *KMUBOTA)

* [eHEeTCKM je YCNOB/bEH, AN Ha Hera Aenyjy u 6pojHu cpeanHCKU GaKToOpU, MCKYCTBA, HOKCE
(bonecTtun, cTakba M HaBMKe MajKke HNp.)

* Pa3Boj Mmo3ra y /byau ce moXKe NpaTuTu HEYPoOMMMULIMHIOM (YNTPa3BYK, CTPYKTYPHU U
$YHKLMOHANIHMU CHUMLX MO3ra MarHeTHOM Pe30HaHLUOM), e1eKTPODU3NONOLLIKN U
npaherbem noHalwara (HeyponcnuxonoLlKe mepe KOrHUTUBHOT GYHKLIMOHUCAHba, Mepe
MOTOPHOT, NePLEnTUBHOT U coLUjaHOT PYHKLMOHUCAHA)
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Proliferation & neurogenesis
Cell migration
Neurite outgrowth
Synaptogenesis & synapse function
Neural network formation & functioning

1st Trimester 2nd Trimester 3rd Trimester Postnatal



daKkTOpU pU3MKa 3a pa3BojHe nopemehaje cy reHeTCKU 1 cpeaUuHCKU
* Y HEKUM C/ly4ajeBMUMa eTUO010Tnja HMje No3HaTa
* Hekn nopemehaju mory aa umajy Buile y3poKa

* He ucnosbasajy ce cBu reHeTCKM nopemehajmn yBeK nctmum GeHOTUNOM Kao LUTO U
jeaaH deHoTMn MmoxKe aa byae nsassaH ca BuLle nopemehaja

Modulation of Neurogenesis

Enriched environment Emath P ageing
2 N

Growth factors Stress

Neurodegenerative

Physical activity diseases

Acute lesions



UHTpayTepruHM NaTONOLLKN
¢dakopwu 3a pa3soj LUHC-a

Y TOKy pa3Boja mo3ra, Beh nHTpayTepnHo mory ga Aenyjy pas3aimynty NaToNoLWKM GaKkTopu,
Kao LITO CYy XPOMO30OMCKe abepaumje, myTauuje reHa n apyru reHeTckm nopemehaju, anm
MCTO TAaKO N YNTAB HU3 €r30reHNX YMHUAALA Kao LITO CYy TOKCUHU, UHPEKLNje, HEKe
HeyponoLlKe 6on1ecTn 1 cTarba

Mocnegnue mory aa byay 6nare anm n UHKOMNaTMbUAHE Ca }KMBOTOM



daKkTopu pu3uKa 3a pa3BojHe nopemehaje

Csu dbaKTopu mory aa aenyjy:
* npe nopohaja - npeHaTanHo
* TOKOM Nopohaja - nepuHaTanHo

* nocse nopohaja - NOCTHaTasHO

LLTeTHW paKTOpPM OKONIMHE KOju AoBOAE A0
nopemehaja pa3Boja nn1oga 03Ha4yaBajy ce
Kao TepatoreHu paKropu

[lojeAUHU CTaANjYMU UHTPAYTEPUHOT
pPa3BOja cy NocebHO OCEeT/bMBU Ha LWUTETHE
CNoJbHe yTuuaje

* LUHC je HajoceT/buBUjU 04, 5. Hepe/be Ao
pohera
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[Mhopa je HAPOUMTO OCET/bUB HA AEjCTBO a/IKOX0/1a, HAPKOTUKA, bonectn n cnaby ncxpaHy
MajKe

CTpec majKke moxe bUTK WTETaH Mo 34paB/be N04a jep MOXKe A0BOAEeCTU A0
Ba3OKOHCTPUKLMje N OTEXKAHOr AO0TOKa KpPBU Y nNnoj, ca moryhom achuKkcujom naosaa

Hun3aKk KpBHU NPUTUCAK MajKe MOXe Aa Aosede A0 UCXeMUje MO3ra Nao4a Kao 1 PasHU
ayToMmyHu nopemehajm Kako majke Tako n petyca

deTanHa achuKcUuja moxKe HacTaTu ycnien KoMmnpecmje Ha nynyaHy spnuy, obaBmjarba
nynyaHe Bpnue OKO BpaTa peTyca, CMarbera NPOTOKA KPBM Ka NIaLEHTN UAM OABajatba
naueHTe o4 3naa yrepyca

XUMNOKCUYHO-UCXEMM|CKA
HeOHaTa/IHa /ie3unja




BupycHe nHdekuymje majke cy BaxkaH pakTtop pm3mnkKa:
* [pyna MHPEKTUBHUX NaTOreHa Koje TpyAHMLA MOXKe Aa NpPeHece Ha nNioAa Y
PA3BOjy KPO3 NJIALLEHTY a KOje Mmory aa yrpo3e deTyc
* Moryha je:
* MHTPAYTEPUHA CMPT PeTyca
e abHopMmanaH pact
* KOHFreHUTaNnHn gedeKkTn
* KaCHa nojaBa HeEKMX 6onectn HakoH pohema

*TORCH Infections in Pregnancy

T-Toxoplasmosis
O-Other Infections (HIV, Hepatitis B, Syphilis, etc.)
R-Rubella

C-Cytomegalovirus
H-Herpes Simplex




Xepnec cumnnekc Tun 2 nidpekuyumja (Herpes simplex virus, HSV): nutenektyanHa ometeHocT, nopemehaju
y4yema, ocna, CMeTH€e BMAa, yuepaumje y ycTuma, Henumma m jesnky, uta,.

MpeKo Tpu YeTBPTUHE Aeue ca HeneyeHom nHPpeKumjom ca human immunodeficiency virus (HIV) nma
nopemehaje KOrHUTUBHUX N MOTOPHUX PYHKUMja (HUje yBek moryhe oaBojuTtu ytunuaj HIV Bupyca o,
KOHKOMUTEHTHE HapPKOMaHMje MajKe)

NHdpeKkunja Tokconaasmomom y npsa Tpu meceua TpyaHohe moxKe n3asBatn CMpPT naoaa. Y Apyrom TpUMecTpy
MO*Ke M3a3BaTn makpouedanunjy (hydrocephalus) n owrehewe petTnHe Koje gosBoau Ao cnenuna. [lete ce moxke
POAUTM ca MUKpoLedanmjom, rybUTKOM Cyra, KOXXHOM OCMOM, }KYTULOM, yBehaHUM AMMPHUM Kne3aama

[eTe poh)eHOo ca KOHFeHUTaNHUM cupuancom moxe MmaTth aedpekte nmua (Hoca), KoXKHy ocny, ysehaHe
NMMMoHe Kne3ae, NOTKOXKHA MUKPOKpBapera, nepdopaumjy Henua, rybuTtak cnyxa, KpBapeke AecHu U mane
3ybe ca BeIMKUM MHTEPAEHTA/IHUM Pa3MaKoM, MHTENIeKTya/lHy OMETeHOCT

KoHreHutanHu cuunmnc




Py6ena: KoHreHutanHu pybena cuHgpom (congenital rubella syndrome, CRS) - onacaH 3a nsioa ako ce
nHbeKunja majke oaurpa y npeux 16 Heagesmwa TpyaHohe; yecto mpTeopoheHocT
* Pa3BojHun nopemehaju:

* CeH3opuHeypanHa rmysoha (80%, yHU- nnm bunatepanHa) — pybena je Hajuewhn KOHreHUTANHU
pasnor rnysohe y passujeHom caety!

* Nopemehaju yuera (55%)

* MHcynmH-3aBucHU amjabetec (20%, MMyHO-nocpeaoBaH, 0OMYHO OA10KEH A0 aA0NeCBEHLUUje Nnn
oZpacnaor }xusopHor aoba)

e ,0anoxeHa bonect” — ca 3-12 meceum nojaBa KOXKHe ocne, gnjapeje, NTHeyMOHUje, Ca BUCOKMM
MOPTA/INTETOM

* Tpaju pedeKTu:

* KoHreHuTanHe cpyaHe 6onectu (otBopeH ductus arteriosus nam nepndepHa nnyhHa aptepujcka

CTeHO03a)

* [ledbeKTn oKa yK/byuyjyhu KaTapaKTy, KOHFeHUTAHU [/TayKOM, MUITMeHTHY peTuHonaTtujy (50%, 'salt
and pepper’), TelKka muonuja, MMKpodpTanmuja

* MukKkpouedannja




ca
HABPHICHHX
Mceccll JaHa
AHBOTa

ca
HABPIIECHHX
2 Meceua
AHMBOTA

ca

HABPIICHHX

3.5 meceun
WHBOTA

y
6.Mecenty
#UBOTA

ca
HABPINEHHX
6 Meceun
AHBOTA

ca

HABPIICHHUX
12 Meceun
WHBOTA

ca

HABPIICHNX

18 meceun
AHBOTA

y 7.romunn
#muBora (npexa
noJaasax y

mMKOIY)

y 12. rojmun
wupora (y
6.paspeay)

y 14
TOMHH
AOBOTA

Baxumna nporus
TYOepKya03e

Baxumusa nporus
xenartuca b y
npsoj man y 12.
TOJHHH AHBOTA

Hep B

2.10%a

Hep B

3.203a

Hep B(1.2n3.
A03a) xox
HEBAKIIMHHCAHNX

Baxunsa nporus
adrepnje,
TeTaHyca B
BEIHKOr KALILLA

DTaP

l.pesaxunna

Baxunna nporus
JACUNjC MapatHic

Baxuuna nporns
000 BeEA
H3A3BAHMX
xemoduIycoM
nHdayenue Tin 6

IPV

1.peBakunna

HiB

1.pesaxkunHa

bOPV
(IPV)

2.pCBAKUMHA

bOPV
(IPV)

_3.pesaxunna

Baxunua nporus
000 BCEA
H3a3BaHHX
CTPENTOKOKOM
MHCYMOHH)C

Baxmusa npotas
MATHX OOrHma,
JAYIWAKA H pyOeae

MNMR

1.103a

PCV

Pesakunna

MMR

Pesakunsa

Baxumza nporus
mdrepnje.
TeTanyca u
BEJIMKOI KAllL'ba

TdaP (DT)
2.peBaKIHHA

Baxuisa npoTus
mdrepnje,
TeTaHyca o
BEIHKOr KAlL'ba 33

oapacic

TdaP
(Td)
3.pesaKkunHA




Congenital Zika syndrome is a pattem of birth defects
in babies infected with Zika during pregnancy.

Damage to

Small head size the broin

<o
Problems with vision ,,75\;3” :
and hearing ‘i —"é‘“ [t
1§

A Zika virus (Flavivirus poa) npeHoce KOMapLK, MOKe
e cc NPeHeTn ca TPyAHMUE Ha PeTyC y TOKy TpyaHohe
(KOHreHMTaNHa TPaHCMUCKjA) NN Y BpEME

nopohaja (nepnHaTanHa TpaHcMuUCKja)

Problems
moving limbs
and body

CvumnTOoMM: MaKysionanynapHu paL,
KOHJYHKTUBUTUC, apTpanruje, noBuLLEHa

Imﬂ'ﬂmaﬂlii M'wiumh TeM I-I e paTyp a
e Y J == 80% UHPeKuuje Koa oapacanx nposasu
ﬁ? He3anaeHo!

Hanaga cneundunyHo HeypOHCKe NPOreHNTOpPCKe
henuje (neural progenitor cells, NPCs), Tapretnpa AXL
NPOTEMH Ha NoBpWMHM henrja — camo Mmo3aK y
pa3Bojy cTpaaal




3noynoTpeba aNKoxona o4, cTpaHe MajKke TewKo owTehyje naoa, WTo ce Ha3mBa PpeTaNHU aIKOXO/THU CUHAPOM
(Fetal alcohol syndrome - FAS) nnu Fetal alcohol spectrum disorders (FASDs)

Yuectanoct: 1-5% ocoba y CAl n 3anagHoj EBponu

* Fetal Alcohol Syndrome (FAS)

* Partial Fetal Alcohol Syndrome (pFAS)

* Alcohol-Related Neurodevelopmental Disorder (ARND)

e Static Encephalopathy

* Alcohol-Related Birth Defects (ARBD)

* Neurobehavioral Disorder Associated With Prenatal Alcohol Exposure (ND-PAE)

AHanunza us 2015. rognHe y CAL: 10%
TPyAHULA je N0 aIKOXON Y
nocnegrwunx mecey, aaHa, a 20-30% vy
HEKOM TPEHYTKY Y TOKY TpyaHohe

Jbyacku detyc je y TPOCTPYKOM PU3UKY Yycaen KOH3yMaLlmje aIkoxona oA CTpaHe majKe:

1. MnaueHTa omoryhasa y/1a3 eTaHoNa U TOKCUYHUX MeTabonTa y UupKynauujy detyca

2. HepBHU cncTeEM Yy pa3BOojYy j€ HAPOYUTO OCET/LUB HAa TOKCUYHOCT €TaHONa, KOjU yTHU4Ye Ha
nponndepaunjy, andepeHumnjy, MUrpalmjy HeypoHa, pact akCoHa, MHTerpaunjy u uHo

,NoJellaBatbe” HeYPOHCKe MperKe

3. PeTasiHa jeTpa HMje Y CTaky A3 AETOKCUKYje eTaHo, jep oarosapajyhu eH3nmm jow yBeK HUCy
eKCNpUMMUpPaHn y paHmm daszama pa3soja nnoga. Petyc ocraje N3N0XKEH asKOX0/y Y aMHUOHCKO]
TEYHOCTM 3HAYAjHO AYrKe HEero WTOo je Bpeme meTtabosimama eTaHo1a Y MajUMHOj LUPKynauujm




FASDs

PU3KK je noBe3aH ca KOAMYUHOM a/IKOX01A KOju Ce KOH3YMUpPa ann Hema besbesgHe KoNMUYMHe aIkoxona Koja
ce MOXe YHEeTU y TeNo, Te ce Npenopyyyje NnoTnyHW Npekua y3vmMmama aJIkoxona TPyAHULAMa U Aoju/baMa.

[lopaTHn GaKTOPU pU3MKA: KONMUYMHA U YYECTaNoCT y3MMakba ankoxona, noba TpyaHohe, ctapuje XKMBOTHO
n06a MajKe, nyliere 1 1ola UCXPaHa

OBa geua ncnosbaBajy:

abHopmanHocTu nua
abHOpPMaNHOCTU Tena: HM3aK PacT, HUCKY TEJIeCHY Macy, MUKpoLledanmja
Nolla KoopAanHauMja, CMeTHE Yy/ia C/lyXxa U Buaa

CMETHE YYeHba, UHTE/IEKTYa/IHA OMETEHOCT, U3MEHE NOHaLlaHa
(XMnepakTMBHOCT, UPUTAabUAHOCT), Kao n apyre nopemehaje

Beha BepOBaTHOha r|p06nema Y WKOJIN, Ca 3dKOHOM, aHlIra>XoBarbe y

BUCOKOPU3INYHNM aKTUBHOCTUMA, I'IpO6J'I€MI/1 Ca a/IKOXO/1I0M U Aporama FETAL ALCOHOL
SYNDROME

Microcephaly (small forehead)
Epicanthal folds
Short palpebral fissures

Low nasal bridge ! \
Short nose and flat midface ﬂ\——@.)

Smooth philtrum

Thin upper lip

Micrognathia (small jaw)



TunnyHe KapaKTepucTuke nuua:

* [NajaK, 3apaBtbeH PUATPYM

* TaHaK BEPMMU/IMOH: rOpHa YCHA je TaHKa

* Mana nannebpanHa pucypa: WMPUHA OKa je Mara
* Hepa3BsujeHa, mana bpaaa

Takohe 1 xuneptenopmnsam — NpeBuULLe pa3maKHyTe
04U, MaIn, KpaTaKk HOC

FAS Facial
Characteristics:

small eye
openings.........t. "

smooth
philtrum..................




Heyponouwku npobiemm ce ncnosbaBajy UM Kao jaCHU €HTUTETU, HNP. eNUAENCcHUja, AN Kao ,,MeKn 3Haumn®:
owTtehere PUHNX MOTOPHMX CMOCOOBHOCTU, HEYPOCEH3O0PHM NCNaA CyXa, U3MEHe Xo4a, HECNPETHOCT, N0LWa
KOOpAMHaumja OKO- PyKa.

Normal ?ilﬂ's brain FAS-affected
2y 2 : chilel’s brain

> &

L4

Control Thin c.callosum Absent c.callosum

O64YKUMOHM HaNa3n yKasyjy Ha eKCTEH3MBHE ne3nje mo3ra: Mukpouedanmja, abHOPManHOCTM MUrpaymje
HeypoHa, AUcCreHe3unja Kopnyca Kaao3yma, MacMBHA HeypOoranjaaHa 1enToOMeHMHreasiHa XxeTepoTonuja,
xnapouedanyc, atpoduja uepebenyma, meHMHrommjenouene, nopeHuedanmja.



Alcohol-related borth defects
(nedekTn BezaHu 3a KOH3yMUpare aNKOX0/1a an HUCY AUjarHOCTUUYKU Kputepujymu 3a PAC)

* Cpue: lWym Ha cpuy Koju yecTo HecTaje nocse 1. roavHe *XMBOTQ,

BEHTPUKY/NIAPHU U aTPUjaNHK cenTym AedekT. Simian
crease

* Koctn: ABHopmanHocTu 3rnobosBa ca abHopmanHUM NosOXKajuma  Normal palm
. creases /1

N ANCPYHKLUMjOM, U3MEHA LWapa Ha AJ1aHy, CUTHE AUCTaNHe ‘

danaHre, manm HOKTM 5. npcTa

* bybpe3un: annacTMyHM, ANCNNACTUYHMA

* OKo: cTpabusam, xunonaasunja ONTUYKOT HEPBA, CMatbeHbe
OLWTPUHE BNUAa, HEBO/bHU MOKPETU OUYUjY

* [loBpemeHO 1: NTO3a Kanka, MMKpoPpTanmuja, pacLuen ycHe U
Henua, KpaTak BpaT, TeTpanoruja Fallot, koapKkraunja aopte, cnnHa
budunaa, xsmapouedanyc


https://en.wikipedia.org/wiki/Tetralogy_of_Fallot

e [leua MajKn Koja y3umajy KOKauH nmajy mmkpouedanmnjy, nopemehaje noHawamba, a
360r nopemehaja 4OTOKa KPBU Y MO3aK MOXe Aa aohe un ao nobayaja, npepaHor
poherba 1 pa3Hux owTehera mo3ra

e XepouH n3a3smea nosehaHy cmpTHoOCT, Mandpopmaumje naoga n nopemehaje gmucama
* Neonatal Opiate Abstince Syndrome (NOAS)

Smoking in pregnancy

Smoking during .

pregnancy causes

1.2 82,200
premature births,
X[ miscarriages
and Elii] perinatal
deaths every year

in the UK

* [lyweme je Takohe AoKa3aHU paKTOp PMU3UNKa 33 pa3BoOjHe nopemehaje mo3ra Kao u
yAucare ToNyeHa

* [lywere: nobayaj, npematypHu nopohaj, MpTBOPOHEHOCT, HUCKA TEXUHA HA pohemvy,

pecnnupaTopHe KOMNINKaLUnje, KOHFreHUTAaNHU cpYaHu aedeKTun, pacuen ycHe, 3acToj y
Pa3BOjy U CMETHE yYera



HeapekBaTHa ncxpaHa TOKOM nocnedma Tpu meceua petanHor
}MBOTa M NpBa TP Mmecel,a no pohemry MMajy 3HayajaH edeKkar
Ha 34paB/be NN0AA U HEeroB Pa3Boj

OBu aednUUTM Mory Aa cmatbe 6poj HepBHUX hennja

OpA 3Ha4aja je HUCKOKANoPUYHA N XMNONPOTEUHEMMU]CKA
ucxpaHa (rnagosamse)

TelwKn HegocTaum y ncxpaHu majke owtehyjy naop,

XUNOBUTAaMMHO3a NN XMNEPBUTaMNUHO3a BUTaMUHA A 13a3MBa
4YMTaB HU3 HEYPOMNCUXUjaTPUjCKMX nopemehaja

Hepoctatak ButamuHa b rpyne moxke aa noseae A0 aTakcuje,
nopemehaja paBHOTEXE, MOTOPUKE N CEH3NBUMANTETA

buBajy owteheHn HeypoHU, MUjeIMHCKE OBOjHULE N MUTPaLMja
HeypoOHa

CAnyHu edbeKTM HACTajy M KoA y3MMaka aHTaroHucra ¢ponHe
KucenmHe

Obtaining essential vitamins and minerals prior to getting pregnant can be beneficial
for a successful conception, healthy pregnancy, and proper fetal
development.

The majority of pre-pregnancy vitamins and Women can complement a healthy diet with
mineral s should come from nutritious food a multivitamin or prenata | vitamins ric h
sssssss in folic acid.



Mopemehaju metabonnama meTtana HEraTUBHO YTUYY
Ha pa3Boj nsioaa (Hnp. reoxkhe, TpoBake TEWKMM
MmeTaziuma)

* [locebHO je 010BO, YaK U Y Ma/IMM J03aMa
OMNacHO NO MEHTAaNHO 3[4paB/be AeLe U MOXe aAa
aoseae Ao KorHTuBHUX owtehera, nopemehaja
NOHawWwaka, ennaencuje, atakcmje, Na Yak n go
CMPTHOTI Ucxoaa

JoHusyjyhe 3pauemne je pakTop pu3nka 3a owtehema

N1043 NHTPAYTEPUHO Te Ce PEHTIEHCKO CHUMAHE

TPYAHULA HE Npenopy4yje, CEM Yy Cayyajy BUTANHUX

MHAWKaUWja

* Y nepuoay nponndepaumje HeypoHa joHusyjyhe
3payvyere CMatbyje HbUXoB bpoj Te je Kpajibu edpekaT
MUKpouedanunja u MHTENEKTYa/IHA OMETEHOCT

Spina bifida occulta Meningocele Myelomeningocele

uuuuuuuuu
the meningis)

HEepPBHOr CMCTEMA

BannpounyHa KucennHa n GeHUToMH Koa TPyAHULA Ca enuaencujom R\\ \ @
n apyrnm bonectmma, mory aa goseay Ao nopemehaja y passojy

XopmoHcKu nopemehaju ytnyy HeratuBHO Ha pa3Boj LUHC, nocebHo obo/bera TUpeounaeje ca HUKUM
HMBOOM TUPEOUAHUX XOPMOHa U Haabybpera ca NOBULWIEHMM HUBOOM KOPTUKOCTEPOMAA



Pa3Boj pedekarta npema ctagujymmma pa3Boja LLeHTPaAHOr HepBHOr cMCcTema
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Pa3Boj pedekarta npema ctagujymmma pa3Boja LLeHTPaAHOr HepBHOr CMCTEMA

Cragujym 1. lop3anHa MHAYKUM]A — 3aTBapatbe HeypaiHe LeBu

Cragujym 2. BeHTpanHa nHayKuumja

Cragnjym 3. Murpaumja n xuctoreHesa

Cragnjym 4. MujennHmsaumja



Cragujym 1. lop3anHa MHAYKUMUja — 3aTBaparbe HeypasiHe LueBu

(3-5 Hepesba rectauumje)

CTtaanjym TOKOM Kora ce dopmupa 1 3atBapa HeypasiHa LUeB KOjum NPUANKOM MOry
[a HaCTaHYy:

* NedeKkTn HeypanHe LeBU
o AHeHuedanuja
o Uedanouene
o Chiari mandopmaymja

e CnuHanHu auspadundHm nopemehaju



Crapgunjym 2. BeHTpanHa MHAYKUMja

(5-10 Hepesba) cTaanym popmmparba Mo3ra U AmLa

* Y pa3un ca Tpn moXxaaHe BE3UKyAE MOTy Aa HaCTaHy:
o Xononpo3eHuedanmja
o Dandy Walker mandopmaumja
o UepebenapHa xmnonnasuja/aucnnasuja (Chiari-1V)

o Joubert-oB cMHapom (HegocTaTak pa3Boja BepmMmnca mMaaor Mo3sra u
Mmandopmauuje moxkaaHor ctabna)

o PombeHuedanocmHanca
o CenToonTu4Ka gmcnnasmja
o AHOManunje nnua



Cragunjym 3. Murpaumja n xuctoreHesa

(2-5 meceu)

CTaanjym TOKOM Kora A0/1a3n A0 MUrpaLuje HeypoHa U3 repMMHANHOT MaTPUKCa Y
MO aHy KOpy Te HacTaje opraHusalmja Kope

* NMopemehaju murpaumje mory aa poseay Ao nopemehaja Kao LWTO cy:
o XeTepoTonuje
o Armpuja-naxmrupuja
o onnmukporupuja
o Jlnsenuedanmnja
o CxmseHuedanunja
O AreHes3a Kopnyca Kano3yma

o Lhermitte-Duclos-osa 6onect



Cragmnjym 3. Murpaumja n xuctoreHesa

Mopemehaj xucroreHese naje manpopmauuje:
o CTeHO3a aKkBeAyKTycCa
o ApaxHounaanHe yucrte
o MeraneHuedanmja
o MukpoeHuedanmja
o HeypokyTaHu cnHapomm (bpakomaTose)
o KoHreHuTanHe BackyaHe mandpopmaumje

O KOHreHunTanHe Heonaasame



Cragmnjym 4. MujennHunsauyumja

(oa, 6 meceuu rectaumje ao 3. roguHe KMUBOTA)

Y 0BOM CTagnjymy HacTaje pa3Boj Yy nNpasBuMMa: Kayao-KpaHUjanHo, 40pP30-
BEHTPA/IHO U LEeHTPanHO-nepudepHo

Ycnep nopemehaja y oBom ctagujymy HacTajy:
o AncmujennHunsyjyhe bonectum

o Metabonnuykm nopemehaju



Pa3BojHU gedeKkTn npema mexaHnsmy

Mopemehaju BennumnHe

ABHOpManHU pacT TKUBA

KopTukanHe mandpopmauuje

ABGHOPMaNHOCTK HeypanHe uesu n pysuje



Mopemehaju BennumnHe

 MukpeHuedanumja (Mukpouedanmja)

* MeraneHuedanmja



Nopemehaju BennunHe - MukpeHuedanmja

* Mo3aKk marbun o4 HOPMaaHOr

* Y 0OBUM C/Ny4ajeBMMaA HACTajy KOTHUTUBHM
aepnunTn n ennnencuja

* Y3pouu HacTaHKa MUKpeHuedanmje mory aa byay
reHeTCKWU, HYyTPUTUBHMU, 3anasbeHCKU (HNp.
BMPYCHA), 3pavyerba N UHTOKCUKALMja MajKe TOKOM
TpyaHohe




Nopemehaju BennumHe - MeraneHuedanuja

* Mos3ak je Behu oa HopmasiHor

* MHTEenunreHuyuja je Kog oBe aeue pasimMynTa, oa
cybHOpManHe 40 BMCOKE, a jaB/bajy ce u
nopemehaju NnoHalwaka

* Y3poumu meraneHuedanmje cy reHeTCKku




ABHOpPManHM pacT TKMBa

e Xononpo3eHuedanwuja
* AreHe3sa Kopnyca Kaano3yma

e AreHe3a Lepebenyma



AB6HOpManHu pacrt Tkuea — XononposeHuedanunja (HPE)

* N30cTaje pa3Boj xemuncdepa u3 npo3eHuedanoHa

* AnobapHu Tin. [locToju camo jeaHa xemmncdepa n jeaHa Komopa, 6e3 kommcypa, a
Tanamycu n 6asanHe raHranje cy cnojeHu

 CemunobapHu Tmn. NocTojn jeaHa KOMopa ca PyAUMMEHTAPHMM POroBMMa U AENTUMUYHOM
cenapaunjom Tanamyca um 6asanHux raHramja, ca uam 6es Kopnyca Kanosyma

* JlTobapHu TMN. CKOpo NnoTnyHO dopmMmpare Mo3ra ca ABe NOJIOBUHE, a/In U30CTaje CEeNTYyM
nenyunaym v npeamra eysmja xemmcdepa, 40K cy Tanamycm un 6asanHe raHrnmje aobpo
Pa3gBojeHN




AnobapHa xononposeHuedannja. MPU mosra (T1W) noKasyje Aa NOCTOju jeAHa BeAMKA LEeHTPaHa LWYMN/bUHa —
Komopa mo3ra (MoHoKkomopa, bena 3Be3auLa), TaHaK Ccnoj Kope (TaHKka bena cTpenunua), 1 cnojeHa jeapa

nyboke cuBe mace y LeHTpy (upHa 3Be3anua). MocTtoju n BennKa Aop3aaHa LMCTA ca KOjoM KoMopa
KoMyHuUmMpa (nyHa 6ena ctpennua).



* [leua ca xononpo3seHuedpannjom MMmajy CMeTHe gncara U paga cpua
* Y 0BOj ManpopmaLmju NOCTOjU NHTENEKTYA/THA OMETEHOCT

* Hajuewhwu y3poum xononpo3seHuedanumje cy HeypoTOKCUYHOCT, KAao U FreHETCKMU
nopemehaju (HNp. TpM3ommja 13. xpomo3soma)

Families ior HOPE

support - Encourage - Educate

www.FamiliesiorHoPE.org




ABHOpPManHM pacT TKMBA - AreHe3sa Koprnyca Kano3yma

[pouec pa3Boja Kopnyca Kano3yma Tedye oA Hanpea nyT Hasag (aHTepo-
NOCTEPUOPHO), 04 reHy, NPEKO Kopnyca A0 3aatber gena — CNAeHnjyma u Ha Kpajy
POCTPYM

* Y areHe3n Kopnyc Kano3yma, 0A4CcycTBO MoOXKe Aa byae AeIMMUYHO UK
KOMMNIETHO

* AreHes3a Koprnyca Kasio3yma je jegHa op, Hajuewhux mandopmaumja mosra
* Y3pPOK je reHeTCKH

* JaB/bajy C€ NHTENEKTYaNHUN U TOBOPHU AePNLnNTU

* MoKe ce jaBUTK 3ajeaHo ca xmgpouedanycom, CAIMHOM buduaom, uta,

* Y nobu oapacnor mory Aa ce jaBe TelKU NCUXmykm nopemehaju



MPW mo3ra (TIW u T2W): noctoju camo reHy Kopnyca Kano3syma (aenmmmnyHa areHesmnja). Komope cy pasmakHyTe
BULLE HEro LWTO je TUMNUYHO.

MPW mo3ra (TIW u T2W): kKomnaeTHa areHe3unja Kopnyca Kano3yma. Hegocrtaje n unHrynapHu rupyc. ledopmutet
KOMOpPHOr cuctema.



ABHOpManHU pacT TKUBA - AreHe3a uepebenyma

[MoTnyHO 0ACYyCTBO pa3B0oja Maaor MoO3ra

* Y pehum cnyyajeBnma oBakBe ocobe nmajy camo bnare cmmntome, Mory aa nmajy
CKOPO HOpPMa/IHYy MOTOPUKY, 3aBpLUaBajy peAoBHe WKo1e, 3anoLw/baBajy ce u
0OXNB/baBajy OYEKNUBAHY CTapoCT

* Y BehuHU cnyuyajesa geua ca areHe30OM Maaor MO3ra UMajy 3HaTHe MOTOPHe
nopemehaje y Buay atakcumje, HECNPETHOCTU, MCUMXOMOTOPHOT KallktbEeHa Ca Pa3BoOjem
X0[a TeK ca OKo 4-7 roanHa

* HeKapa noctoju n mmwmnhHa XMNOTOHWja, AM3aPTPMja, HUCTAarMyC U KOTHUTUBHMW Naj,
(0buyHo H6naror uam ymepeHor cteneHa), nopemehaj susyocnaumjanHux cnocobHocTy,
CMEeTHE roBopa, pagHE MEMOPUjE N NOHaLLaHa

* [locTojartbe acCMMNTOMATCKUX C/ly4ajeBa je jow NoasIoXHO ANCKYCHU
* Y3pouu areHese uepebenyma cy pasnmuntu, CNopaanyHmn, CTE4EHN N PETKO HacneaHu



AreHe3sa uepebenyma

ABGHOpPMaNHU pacT TKUBA




KopTukanHe mandopmauuje

e JluceHuedanmnja (armpuja-naxmrnpuja)

* MuKpornpuja nam noaMMmMKpormpunja

* XeTepoTtonuje

* CxuseHuedanuja (pacuen mo3sra)

* [lopemehaju ca xngpouedanmnjom: Dandy-Walker manpopmauymja

Dou Op AnekcaHapa M. Masnosuh



NlnceHuedanuja (armpunja-naxurmnpuja)

JlnceHuedanuja je KomnaetTHo oacycTBo (arupumja) nnu
cnab pa3Boj cy/IKyca U rupyca (naxurupumja) moxkaaHe
Kope

Maxurupuja je dokanHo 3aaebbarbe N 3apaBHEHOCT
KopTeKca

Morke Aa nocToju KombuHaumja armpuje y jeaHom
Aeny Kope n naxmrnpuje y apyrom geny Kope

YecTo ce jaB/ba yAPYKEHO Ca areHe30M Kopnyca
Ka/sio3yma

[leua nMmajy TelKy UHTeNeKTya/IHy OMETEHOCT U

enuaencujy u paHo ymumpy MP CHMMaK npuKasyje rmaTky NnoBpLUINHY MO3ra
ca 3a4eb/bannMm KOPTEKCOM U NAUTKE

Cunsunjese ducype (ctpenuue) Koje gajy mosry
KapaKkTepucu4iaH mnsrnea 6poja 8.

ETnonorunja je Heno3sHaTta

Dou Ap AnekcaHapa M. NMasnosuh



NnceHuedanmnja ca xemu-meraneHuedannjom. MP cHUMaAK Mo3ra NoKasyje NpomMmeHe y
NECHOj xemucdepun, aecHu GpoHTaNHMN peXam je nocebHo yBehaH, Ma Ae30praHM30BaHy,
3a4eb6/bany Kopy ca rybutkom KopTuKo-meaynapHe gubepeHuujaumje (Kyta ctpennua).
Mpearun aeo nHtepxemmchepuyHe ducype je NOMepeH Ha CynpoTHY CTPaHy (3eneHa
cTpenunua).

Dou Ap AnekcaHapa M. NMasnosuh



MuKporupuja uam NOAMMUKPOrupuUja

He-nuseHuedanmyka KopTMKanHa amMcniasmja

* MuKpormpuja nam noAMMMKpornpuja je nopemehaj kog Kora ce snge manm u
cnabo popmunpaHu rupycu

* Monanmukporupmja je mandopmalmja Koa Koje je KopTeKc Andy3Ho 3aaebsbaH ca
nperynapHmUm rupycmma m yraaBHoOM paBHe NOBPLUMHE

[TocTojun HeKan TelwkKa NHTeNEeKTya/IHa OMETEHOCT a/in Mory aa byay npucyTHU U
6naxun nopemehaju, a HeKag camo nopemehaju yyema

* Y3pOK je 06MYHO MHTPayTEPUHA MHDEKLUMNja

Dou Op AnekcaHapa M. Masnosuh



Monnmukpormpmja. MP mo3sra. Cunsujesa pucypa je nanTka (bena ctpenmuya) wro Aaje
Mmo3ry usrnepg bpoja 8.
Kopa mo3sra je gudysHo 3aaebbana n nperynapHa (Kyrta ctpenunua), ca penatMBHo mano
6ene mace (3eneHa ctpenmua). lpaHnua cuee n 6ene mace je nperynapHa.

Dou Op AnekcaHapa M. Masnosuh



Maxurmpunja ca Tpakactom xetepotonunjom. MNoctoju manm 6poj NANTKUX
CY/NIKyca, AOK cy rmpycu 3aaebsbanu (6ena ctpenmua). MocTtoju 1 TpakacTta
XeTepoTonwuja, y BUAy TpaKka CMBE Mace Ha NorpewwHoM MecCTy, y cpes bene
Mmace (KyTa cTpenuua).

Dou Op AnekcaHapa M. Masnosuh



XeTteportonuje

XeTepoTonumja je NpmucycTBo
HOPMa/JIHUX HEYPOHA Ha
Heoarosapajyhem mecty

Y oBum mandpopmauymjama nocroju
nopemehaj murpaumje mn3
NepPUBEHTPUKYIAPHE repMMHANIHE
30HE AV MUjanHNX PaanKynapHUX
B/J1IAKAHA, Te@ HEYPOHMU He CTUXKY Ha
LM/bHO MeCTO

doKanHa KOpTMKaaHa gucnnasunja. KomnjytepunsosaHa
Tomorpaduja mosra NnpmKasyje N0Kaan3nBaHo 3aaebsbarbe n
yBNayewe aena Kope mo3sra y 1eB1M GPoHTaIHO-NapUjeTanHu
PEervoH, ca cMarberem bene mace M UICTaKHYTUM CYIKYCMMA
(»kyTa cTpena).

Dou Ap AnekcaHapa M. NMasnosuh



XeTteportonuje

Yewhwn TMN je HOAY/IAPHWU, A pedakK je JaMUHAPHW TUM

Y npBOM cny4vajy NocToje rpynauuje CMBe mace pas/inynte BeanymHe, obn4Ho
cybeneHAMMANHO UK CYNKOPTUKANHO, POKaNHO Unn Andy3Ho

Y naMnHapHOM TUMY MOCTOjM TPaKa cuBe mace namehy Komopa U KopTekca

XeTepoTonuje mory aa npoTndyy aCMMMNTOMATCKU, 8K U ca PA3INYUTUM
MCNo/baBatbUMa, PA3NNYUTE TEXKNHE

Hekapn ce xeTepoTonunje ncrnosbasajy ca enuaenTUYKMm Hanagmuma,
nopemehajuma MoTOpUKe N MHTENEKTYanHOM omeTeHolwhy

ETuonorunja je xeteporeHa

Dou Op AnekcaHapa M. Masnosuh



doKanHa KOpTMKaNHa Ancnnaasmja ca MacMBHOM xeTepotonnjom. MP mo3sra
NpUKasyje BeNNKY TBOPEBUHY CMBE Mace Koja nae ao 6o4yHe komope (ctpenuue).

Dou Ap AnekcaHapa M. NMasnosuh



CxunseHuedanmja (pacuen mosra)

CxuseHuedanmja je NpUCycTBO pacLiena MOXAaHOr TKMBA Koje nae o, Komopa A0 NujanHe noBpLUnMHE MO3ra
nponasehn Kpo3 6eny macy un Koju je ouBUYEH CUBOM Macom

* Mandopmaumja moske ga byae camo ca jeaHe cTpaHe uam aa byae obocTpaHa, 3aTBOPEHA UM OTBOPEHA

* Y 3aTBOPEHOj BapujaHTK Cy cuBe mace oba 3uaa Nnpubyb/bHU jeaaH y3 apyru, 6es nnksopa namehy

* Y 0TBOpPEHO] BapujaHTN namehy ctpaHa npouena Koje cy mehycobHo pasmakHyTe NoCToju NMKBOP

JeaHOCTpaHa OoTBOpEHa cxu3eHuedanuja ObocTpaHa 3aTBOpeHa cxmseHuedanmnja

Dou Ap AnekcaHapa M. NMasnosuh



CxuseHuedanumja

Y oaHoCy Ha nopeHuedanmuKky LUCTY rae cy 3uao0Bu of, IMUOTUYKOT TKMBA, Y CxnleHuedannju ama YnHu cuea
Maca Koja ce He pas/inKyje o4 Apyre CMBE Mace KopTeKca

e HajuspaxkeHuju cuMmnToMM Cy UCNaam MOTOPUKE U enUNENnTUYKM Hanaau, a Y Makb0j Mepu NocToje
CMeTHe roBopa

* [locToje n acumnTomaTtcke popme

WwnleHuedanumja

nopeHuedanmja



NMopemehaju ca xugpouedanujom: Dandy-Walker mandpopmauymja

Dandy-Walker mandopmaumja ce cactoju oa UMCTUUYHE AUNaTaLUMje YETBPTE MOXAaHE KOMOpPeE, XMnonaasuje
uepebenyma (xmnonnasmja xemmncdepa ca napymjalHOM UM KOMMJIETHOM areHe3oM BEPMUCA) Ca OAN3aHEM
TeHTOpUjyma

* [pucyTHe cy 1 apyre KOHreHnTaaHe maadopmalmje Kao LWTO je areHe3a Kopnyca Kasiosyma

* Y3poOLMm Cy reHeTCKMU

Nenaun-Bokep mandopmaumja. 3aatba nobarbcKa jama je
yBehaHa 1 ncnyteHa Be/IMKOM LIMCTOM Koja je 3anpaBo
orpomHa IV moxaaHa komopa (3s8e3anua). Cpeanwtbm
[1le0 Masor Mo3ra, Bepmuc je manu, xunotpoduyaH (b6ena
cTpenunua). UepebenapHe xemucdepe cy Takohe mane u
xunonnacTuyHe (TaHKa 6ena ctpennua). Noctoju
xnapouedanyc (XKyta ctpennua).

Dou Ap AnekcaHapa M. NMasnosuh



NMopemehaju ca xmpgpouedannjom: Dandy-Walker mandpopmaumja

* Y OKO N0/I0BUHE OBe Aeue I'IOCTOjM UHTENNEKTYA/IHA OMETEHOCT, O, YyMmepeHe A0 TELWUKeE

e [leuia ca HOpMaJIHOM UTEIUTEHLMjOM MOTY Aia MMajy cneunduryHe pasBojHe
nopemehaje LWKOACKUX BELUTUHA

* [lcMXOoMOTOPHM Pa3BOj OBe AeLe je YCNOPEeH, HapPoUYMTO Y Nornesy MOTOPUKe

* HeKkap ce jaB/bajy 1 cnacTMYHa napanapesa Kao U enuinenTuYku Hanaau, a PeTko u
CMeTHe Cyxa 1 Buaa

* NndepeHuMjanHO AMjarHOCTUUYKM Aonase y 063up mera umucTepHa marHa u
apaxHoOWAHa LKUCTa 3aiHbe IobakbCKe jame rae je BepmMuc ypeaHo pas3BujeH

Dou Op AnekcaHapa M. Masnosuh



ABGHOpMaANHOCTU HeypaHe uesu u pysuje

* AHeHuedanmja
 XuapaHeHuedanmja

* [lopeHuedanunja

* CnuHa budunaa

* MeHunHrouene n mmjenomeHuHrouene
* EHuedanouene

* Arnold-Chiari mandopmauumja

Dou Op AnekcaHapa M. Masnosuh
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MeHuHrouene - eKCTpy3mja MoKAaHUX ONHU (MEHUHI)
Mujenouena — ekCcTpy3mnja 4eNoBa KUUMeEHe MoXanHe (MmjenoHa)
EHuedanouena - ekctpy3sunja genosa mosra (eHuedasnoH)



AHeHuedanumja

AHeHuedanuja je HegocTaTak pa3Boja Nobarbe U MO3ra cBe A0 MNOHCa
e OBa aeua ce pahajy mptea uam ymmnpy ybp3o nocne pohemra

* [lnjarHo3a ce NocTaB/ba UHTPAYTEPUHO YATPA3BYYHUM Nperneaom n MHANKOBAH je
npekuna TpyaHohe

* AHeHuedanunja moxxe ga byae npaheHa n gpyrum nopemehajuma
* Y3poumn cy reHeTCKu

Dou Ap AnekcaHapa M. NMasnosuh






XunapaHeHuedanumja

XnapaHeHuedanmja je oacycTBO pa3Boja xemucdepa U NOCTOjU CAMO LIMCTUYHM LInNar
* Y noyeTky aenyje Kao xuapouedanuja

* [lopemehaj HacTaje ycnen cTpaHrynaumje nyn4yaHe Bpnue ca HapyweHUM JOTOKOM
KPBU N NCXEMUJOM

Dou Op AnekcaHapa M. Masnosuh



NopeHuedanumja

[MopeHuedanmnja je NocTojatbe BeNnKe
LMCTUYHE ne3unje, a geua Cy UHTENEKTYanHO
OMETEHa U UMaAjy ennnencujy

* Moxe aa byae npucyTHa U areHesa
TemnopasiHor pexta. OBa Aeua paHo YyMmUpy

* Y3pOK je HeOHaTa/IHa Xxemoparuja ycnea
Tpayme n ncxemuja

Dou Ap AnekcaHapa M. NMasnosuh



CnuHa budupa

OAcycTBO cpacTakba HeypasiHe LeBu

e ABHOPMaNHOCTU CKeneTa, raCTPOMHTECTUHAIHOT TPAKTa, CpLa U KPBHUX cyaoBa, nayha,
XepHUjauuja aype martep

* [lopemehaju nopeKkna majKke: BUCOKa TemnepaTtypa, BUPYCHa MHPEKLMNja, XOPMOHCKMU
ancbanaHc, HepocTaTak Go/IHE KUCenmnHe

* NMNopemehaj cpactarba (dy3uje) NpLu/bEHCKUX IYKOBA je YeCTo C/ly4ajaH Hana3s Ha
PEHTFEHCKMM CHUMabUMaA Knume - spina bifida occulta

Spina bifida occulta Meningocele Myelomeningocele



CnuHa 6udupa

Hekap, ce Ha KoxKu u3Hapg spine bifide Buae apea
NOKPMBEHA ANaKama UAU IMNOM, MPOMEHA
MUIMEHTaLUNje KOXKe NN AepPManHU CUHYC

Hekapn je KnumeHa MOXKAMHA Y OBOM npeaeny 3aTerHyra
(diastematomyelia) ca chabowhy Hory n nopemehajuma
KOHTPONa CPUHKTEPA

YBua y Aeduumt ce moxe A00UTU YATPa3BYKOM NN
MarHeTHOM Pe30oHaHLUOoM OBOT Npeaena

Moryh je xMpypLKu TpeTMmaH oBe mandopmaumje, Yak 1
NHTPaAYTEPUHO

Dou Op AnekcaHapa M. Masnosuh



NHTpayTepUHO XUPYPLLKO leyere cnnHe buounae

Dou Ap AnekcaHapa M. NMasnosuh



MeHuHrouene u mmjenomeHuHrouene

MeHuHrouene cy eKcTpysmja MoxaaHUX ONHU
(MEHWHIM) KpO3 Hecpac/ie NPLI/bEHCKE HacTaBKe

* I MEHUMHIOUENE N MUjeIOMEHUHTOLLeNIe MOTY A3 ce
jaBe Ha BUN10 KOM HUBOY KMUYME

e JlymbocaKkpasiHe meHuHrouene cy Hajuyewhe

e OB6MYHO Y3 XNPYPLUKY KOPEKLUjy MMmajy Aobpy
NPOrHo3y




MeHuHrouene u mmjenomeHuHrouene

MujenomeHUHrouene cy eKCcTpy3mja M MEHUHIN U CaMe KMYMeHe MOXKAUHE (MnjenoH)

LLITO je 3HAaTHO Texa masndopmaLmja u gosoamn Ao cnaboctm Hory, nopemehaja paBHoTEXKE

n 3rnoboBa HOry 1 Kndume (CKoanMo3a), xunecresuje Hory, nopemehaja KOHTpone

COUHKTEpPA Ca HeyporeHom HeLnKOM N HEYPOTreHUM LPEBUMA

* [lopemehaj moxe aa goseae n Ao xmapouedanycay cayyajy Arnold-Chiari
MasihpopmMaLmjomM (XepHHUjaLmMja MaioOMOKAAHUX TOH3UA KPO3 dopamMeH MArHym)

e KoXa n3Hag manpopmaumje je odyBaHa

normal vertebra not completely closed vertebra

Dou Op AnekcaHapa M. Masnosuh



MeHuHrouene n mujenomeHuHrouene

Mpumerbyje ce pM3mMKanHa Tepanmja Kako He 61 AOLWNO A0 KOHTPAKTypa 3r1oboBa u
KaKo bu ce ojayanu ocnabsbeHn mmwmnhm

[MoTpebHa je Hera Koxke paau npeBeHumnje AeKybuTtyca

YecTo je noTpebHO nnacmpatbe YpUHAPHOr KaTeTepa, CTaJIHOT UM UHTEPMUTEHTHO
YecTe cy ypnHapHe nHdekumje

3a npaxmere LpeBa Cy YeCcTo NOTPebHU NakcaTMBK

HajTerke cy npomeHe Koa mujenomeHuHrouene nsHag L3 npws/beHa: He pa3sujajy
X0/, MMajy CKOZIMO3Y, HE KOHTPOAULLY CPUHTEPE U YECTo nMajy 1 xngpouedanyc

Dou Op AnekcaHapa M. Masnosuh



EHuedanouene (Encephalocele)

EHuedanouene cy npoTpysnje mosra  MEHUHIN Tj. OBE CTPYKTYPE CYy UCTUCHYTE NyT
Hano/be KPo3 AedeKT HecpacTatba 0batbe y cpefrboj NNHUjU

* BapujaHTe cy meHnHroeHuedanouene (Mo3akK, TMKBOP U NE€NTOMEHUHTE),
MeHUHroeHuedanoumctouene (nenoToMeHUHre, IMKBOP, MO3ak U KOMope) 1 Apyro

* EHuedanouene mory aa 6yay UCTUCHYTE NYT Ha3aA4 UAW NYT Hanpea

* 3aaHe, oKuMnuTanHe, cy Hajuewhe y Esponu n Amepuun, ppoHTtanHe y A3mju, a mory
na byay n napunjetanHe u tTemnopanHe, pehe HasanHe

* YecTo je oBa mandopmaumja npaheHa nu mandopmaumjama mosra




MapunjetanHa uedanouyena. MP cHUMaK npukasyje many napmjetenHy
uedanoueny Koja cagpXu U IMKBOP U AMCNAACTUYHO TKMBO MO3ra

Dou Op AnekcaHapa M. Masnosuh



MP cHumak. MeHuHro-eHuedanouena TeMmnopanHor pexmwa. Cagpxm AMCcnaacTM4HO U
[e30praHM30BaHO TKMBO Z1I€BOT TEMMNOPANHOI peXtba (KyTa cTpenunua) ca AiMkBopom (bena
cTpenuua). Takohe, uctoctpaHa 604Ha Komopa je aunatTupaHa n aepopucaHa (3eneHa ctpennua).

Dou Ap AnekcaHapa M. NMasnosuh



Arnold-Chiari mandopmaumja —tvn 1

CnywTakbe TOH3n/1a Maaor Mo3ra y LepBUKaIHM
KaHan un xepHujaumja (ykbewtewe) y dopameH
MarHym

* CMMNTOMM OOUYHO MOYUHLY Y AJ0NECLEHLUUU NN
nobwu oapacnory suay 60s10Ba y BpaTy U [/1aBu, asiu
je moryhe aa octaHe acCMMMNTOMAaTCKa

* Hema xngpouedanyca

* HacTaje ycnen KOHreHUTaAHe TOH3M1apHE eKTonuje,
MHTPAKPaHUjanHe XMNOTeH3uje, AyroTpajHor
xnapouedanyca, KpaHnosepTebpanHUX aHOMaNN]ja Herniated cerebellum

Kao WTOo cy 6ba3mnapHa nHBarMHaumja, nnatnbasuja,
aTNAHTOOKUUMNUTANHA acMuMmmnaayuja

* ¥ 30-60% cny4dajeBa jaB/ba Ce U CUPUHTOMMUjENINjA  Chiaril. MP mosra. CTpenuua nokasyje Aoke Aenose
uepebenyma Koju ce cnylutajy y UepBMKaaHU KaHan

Dou Ap AnekcaHapa M. NMasnosuh



Arnold-Chiari mandopmaumnja — Tun 2

Chiari Il Malformation

Y TMny 2. oBe manpopmaumje noctoju NporpecnBHu s . i 5
xngpouedanyc (y 90%) n mmjenomeHmnHrouene > g Thp’fm? .
(ckopo 100%) ca nsay*knsarem 4. MoxXgaHe KOMope R IEN - "»

N HbEHOM eKCMNaH3njom Yy 3aaH0j $ocu, OAHOCHO

nopemehaj pa3soja n1obarbe, Aype mo3ra, Kuume u
KNYMeEHe MOXANHE

. ... e e Ny
S Agildugilh R

* Y LepBUKaNHMN KaHa Ccy CNyLWTEHU N MaaN MO3aK U ~ g BEIP L
NenoBu MmoxaaHor ctabna (noHc, meayna T Wi .\.?‘;;:j’%{:,;;,;,;
06/10HraTa) : ;

 MoKe natu Beoma 036uM/bHE KNNHUYKE CNKE

* JaB/ba ce U cupuHroxmapomujenmnja (70-90%)

Elgamal EA (2012)
PMID: 23087828

* Hecro CY YAPYKEHU N ANCTEHESU]a KophyCa Chiari Ill. MP mo3ra. Y ropwe aenose LepBUKAAHOT

Ka/103yMa, XeTepOTOI'IMje U I'IOI'IVIMMKpOI'MpMja KaHana cunase n Aen0BU NPoAy*KeHe MOoXKANHE U
uepebenyma

Dou Ap AnekcaHapa M. NMasnosuh



Arnold-Chiari mandopmauyuja — tun 3

* Y Kjapu mandpopmaumjn tmn 3. noctoju mandopmaumja no Tuny 2. aam noctojn u
eHuedanouena, byayhun aa Kpo3 gePeKT KOCTU HUCKO OKLUMUMNUTANHO NN BUCOKO
LEePBMKAHO NPOTPYAUPAjY AEN0BM MAJIOT MO3ra, MOXKAaHOr cTabna nnm Yak
OKUMMUTATHO peXKaH, Ca MENHIama

* OBO je Hajpeha u HajTerka dopma, CUMNTOMMU Ce jaB/bajy PaHO N1 MOTy BUTU XKUBOTHO-
yrporxkasajyhu

MP mo3ra. CHUMaK rnokasyje oKUUNUTaNHy
MeHUuHroeHuedanoueny. [leo cagpxaja 3ag-e nobarCcke
jame — uepebenapHa xemucdepa N MEHUHTEE - NPOJa3e
Kpo3 AedeKT y AECHOj OKUUMUTANIHOj KOCTU U popmMUpajy
LMCTUYHY CTPYKTYpPY




Arnold-Chiari mandopmaumja — tun 4

OBAae NOCTOjU HEKOMMIETAH UU
HeJ0BO/bHO Pa3BujeH uepebenym
(uepebenapHa xmnonnaswuja)

CTpenunua npukasyje npeoctanu aennh uepebenyma

Dou Ap AnekcaHapa M. NMasnosuh



HeypoKyTaHu cuHApOMU

Dou, Ap AnekcaH apa M. Nasnosu h



HeypokyTaHu cuHapomm

HeypoKyTaHM CUHAPOMM Ce KapaKTepuLly UCTOBPEMEHMM MPUCYCTBOM NPOMEHA Ha
KOXXM U Y MO3rY, Kao 1 MPOMEHaMa Ha PeTUHU Te oTyaa n Hasme. OBe bonectu ce
jow Ha3mBajy u pakomaTo3e, oA rpye peun phakos - bener Ha pohemy (dneka)

Tyb6epo3Ha ckneposa

Heypodubpomartosa

Ctypuy-Bebep-oB cnHapom
* ®oH Xunen-J/IuHpgay CUHAPOM

Dou Op AnekcaHapa M. Masnosuh



HeypokyTaHu cuHapomm

Y ocHoBM yapyeHocTn nopemehaja LUHC-a n KoXXHUX maHudecTaumja mavayo ce
FMXOBO 3ajeAHNYKO eMOPUOHANHO NOPEKNO U3 EKTOAEPMA.

Mopep LHC-a, oka n Koxke, 3axBaheHu cy n MHC, u apyru opraHun: bybpesun, cpue,
nayha ...

TUNUUYHA KIMHUYKA CIMKA: KOXKHE NPOMeHe, enuaencuja, UHTeNeKTyaaHa
OMETEHOCT U NnojaBa Tymopa pa3HUX opraHa

Dou Op AnekcaHapa M. Masnosuh



Tyb6epo3Ha ckneposa (Bourneville-osa 6onect, Komnaekc TybeposHe cKkaepose, enuaouna)
ETuonornja u enngemmonoruja

Tybepo3Ha cKneposa je HacnedHa, ayTo30MHO AOMMHAHTHA HeypoKyTaHa H6onect Koja
3axBaTa My/ITUNAe opraHe (Mo3akK, KoxKa, oun, bybpesu, cpue n nayha)

* MyTtauuje Ha TSC1 reHy Ha xpomo3omy 9 nnm 16, Koju eHKogMpajy NPoTeENHE XaMapPTUH U
TYOEPUH a UMajy y1I0TY TYMOP-CYNPECOPHUX FreHa

* [lopen nopoagmyHe nojase, yecte cy, y npeko 50% cny4vajesa, U CNOHTaHe myTauumje

*Y ocHoBy nopemehaj murpaumje, nponndepaumja n aundepeHuunjaumje henmja ca
HaCTaHKOM: pa3BoOjHU nopemehaj HeyporeHeTe n Murpaumje HeypoHa

MP mo3ra npukasyje 6pojHe KopTuKanHe Tybepe u
nap cybeneHaMmanHux Hoayna

Dou Ap AnekcaHapa M. NMasnosuh



Tyb6epo3Ha ckneposa (Bourneville-osa 6onecr)

Matodpusmnonorumja

HajuspaxeHunje cy npomeHe mo3ra, KoxKe, oKa (peTuHa), bybpera v cpua anm mory Aaa
3axBaTe U ipyre opraHe 1 TKMBa

* Y MO3ry ce BMae NpoOMeHe y KOpTeKcy y Buay Tybepa (otyaa Ha3ms 6onectn) Koju cy
bnhehe obnactn Kope ca HapyLLEHOM XUCTONIOLLIKOM CTPYKTYPOM, HaKyNMHAMa rMraHTCKMX
henwnja n actpoymnta

* Takohe noctoje n cybeneHanmanHun usopuhu Hactanun oa HakynMHa acTpoLmTa U
rMraHToLenynapHN TYMOPU Koju NpoTpyanpajy y Komope n umajy narnep, , kanm ceehe”

e XamapTomu cy nokanHe mandpopmaumje HacTane ycnen abHopmanHe melwasmHe henunja
M TKMBA (OCMM MO3ra, MOry ce jaBUTU U Yy Apyrum opraHnuma — nayha, gojka, aebeno
LipeBO

Dou Op AnekcaHapa M. Masnosuh



Tyb6epo3Ha ckneposa (Bourneville-osa 6onecr)

KAnHun4Ka chmka

* KoXXHe npomeHe cy TMnn4He, maga mory Aa
HedoCTajy

* HajTunnyHuja npomeHa je adenoma sebaceum,
XaMapToOM JIoOUMpPaH Ha 0bpa3nma u
Ha3onabujanHnm b6pasgama

* [locToje u pnbpoMM HOKTHjy, apee AennUrMmeHTaumje
KOje Mory Aa 3axBaTe u Kocy, NpoOMeHe no Tuny
LarpuHCKe Koxe Ha nehuma - KoxKa je rpybsba u
ANCKOJIOpUCaHa

adenoma sebaceum

e [locymHaTV Ha 0BY 601eCT aKO KOA4, Manor AeTeTa
neTekTyjemo = 3 xunomenaHMHcKke mpsoe sehe oa 5
mm y NpeYHUKy

Dou Op AnekcaHapa M. Masnosuh
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Tyb6epo3Ha ckneposa (Bourneville-osa 6onecr)

KAnHuuKa chmka

BonecHUUM YecTo Mmajy enuaencujy, MHTENEKTyasHy OMETEeHOCT N ayTU3am

Ha peTMHM mory ga ce Bumae Npuankom odTa/IMOMOLWIKOr npernega Tymopu no
TUMNY XaMapTOMa

bybpexHe npomeHe y BMAY UMCTAa U aHTMOMMUOAMMNOMA MOTYy Aa Aoseay A0
bybpexHe nHcypuumjeHumje

JaB/bajy ce n pabgommomm cpua ca CPYaHOM MHCYPULMjEHLNJOM

[MpomeHe Ha niyhmuma cy yewhe Ko, KeHa

Dou Op AnekcaHapa M. Masnosuh



Tyb6epo3Ha cknepo3sa (Bourneville-osa 6onecr)

AwnjarHo3sa
* Hajbosbu yBMA Y MOXKAAHE MPOMEHEe Aaje MarHeTHa pe3oHaHua (MP)
* [NoTpebaH je AeTa/baH AePMATONOLWIKK Npernea

* Tpeba ncnutat U gpyre opraHe rae cy NPOMeEHe YecTe Kao WTOo cy cpue, bybpesu n
nayha

* [eHeTCKO ucnuTmBatbe Tpeba Aa NoKarxKe NOCTOjabe MyTaLMja 3@ XaMapTUH UK
TybepuH

Jleyuerbe U NPOrHo3a

e Tepanuja Tybepo3He CKNEPO3E je joll YBEK CAMO CMMMTOMATCKa (aHTUennaenTuum u
Apyro)

* Y pa3BoOjy MMYHOCYNPECUBHM IEKOBU Ca aHTUNPOANDEPATUBHUM AEjCTBOM 33 HEKE
MHAUKauunje

Dou Op AnekcaHapa M. Masnosuh



Tybepo3Ha cKneposa: cayyaj https://www.youtube.com/watch?v=rgkA4JbkoNY&t=149s




Heypodubpomartosa (Von Recklinghausen-osa 6onecr)

ETnonormnja u enngemunonoruja
XeTeporeHa HacneaHa rpyna 601ecTy Koje ce NpeHoce ayTO30MHO AOMUHAHTHO

* [NaBHa ncnosbaBara HeypodubpomaTtose cy TYMOPU LEHTPaNHOr N nepudepHOr HepBHOr
cucTema un apyrux opraHa

* Onucyjy ce Tpu TMna bonectu:
o HeypodpumbpomaTosa Tnn 1 (NF1: 96%), npoayKT reHa HeypodmnbpommH
o HeypodubpomaTosa Tmun 2 (NF2: 3%), npoAyKT reHa MepaunH
o wBaHomato3a (SWN: 1%), mytnpanun renm SMARCB1 u LZTR1

e CBa Tpu TMNa nmajy nopemehaj cynpecuje tymopa

* [lpesaneHuya NF1 wmnpom ceeta je 1:2500 go 1:3500 onwTe nonynaumje

* MNpeBaneHua ypoheHe myTtaumje NF2 je 1/33000 Ha poherby, a/M HEKU C/yyajeBu
pa3Bujajy mo3amnumsam

Dou Op AnekcaHapa M. Masnosuh



* 6 KOXXHUX Mpsba boje bene Kade e O6octpanun tymop VIl KpaHujanHor
Behux og 5 mm npe nnam sehux og 15 HepBa
mm HaKoH nybepTeTa * CpoaHuK 1. cteneHa ca NF 2 nnum

* [lerey akcmMnapHMm 1M MUHFBUHA/THUM YHUNatepaaHum tymopom VIl
PermMoHnma KpaHWjanHor HepBa, Unm

* ONTUYKM INOM  CpoaHuk 1. cteneHa ca NF 2 u 6buno

e 2 Heypodubpoma nam nnekcnPpopmHu KOja oA, ABa oA Heypodubpom,
Heypodubpom LWBAHOM, IJIMOM UM JYBEHUHO

* CpoaHuK 1l. cteneHa ca NF 1 3amyhere coumsa

e 2 /lnwosa Hoayna (xamapTomum
ayuue)

* Jle3unje KocTunjy



Heypodubpomatosa tun 1 (NF1)

* Tun 1 ce npeHocn reHom Ha xpomo3omy 17 ca neHeTpaHTHOWhY o4 98-100%

* Y nonoBuHe bonecHmka noctoje de novo NF1 myTtaumje, a moryh je 1 mosanymusam, Kaga
MyTalMja 3axBaTa camo Hekn bpoj henmnja (mosaic neurofibromatosis type 1 - MNF1)

NF1 ce KapaKTepulle KOXHMM NpomMeHama y Buay mpsba 6oje 6ene kade (café au lait),
Heypodubpommma mnnn nnekcmpopmHmm Heypodmbpommma n ysopmhuma Ha AyxKuum
(xamapTomu npuca)



Heypodubpomatosa tun 1 (NF1)

* KoxkHe nere - ,,Café au lait“ mpsbe - oBanHe, ,0bpo orpaHMYeHe n HeWTo TaMHuUje oA
OKOJIHE KOXKe, MOTy A3 ce jaBe buno rae cem Ha TabaHMMa 1 AN1aHOBMMA, YECTO
rPYNMcaHe y akcuiaama v MUHrBUHYMY

* [1pBe KoxKHe NpomeHe ce yecTto Buhajy Beh Ha pohery anm ce ymHOXKaBajy NpBUX
rogunHa, a octasne MmaHudecTaLuuje ce nojassbyjy KacHuje

* Y MO3ry HacTajy MMoMM ONTUUYKOT XUBL,A, MEHUHIEOMMU U LUBAHOMMU; OB TYMOPU CY
beHUrHn, mehytmm, Tymopu y npeaeny xmjaame mory ga goseay Ao owrtehewa Buaa,
Takohe moXKe Aa ce jaBM CTEHO3a aKBeAYKTYCca, CKO/IM03a, Anucnaasunje tubuje,
beoxXpomouUMTOM U KapLUHOMMU

* YecTo ce jaB/ba apTepmnjCKa XmnepTeH3unja, CTeHO3e N OKNY3Mje BEJIMKUX KPBHUX CYyA0Ba
MO3ra u npomeHe no Tuny Moya-moya



Heypodunbpomarosa tun 1 (NF1)

NF1. MP BpaTHO-TOpaKanHOr Aena KN4me npuKasyje
6pojHe NHTpaaypanHe ekcTpameaynapHe Heypopumbpome
(*KyTe cTpenuuge).

Dou Op AnekcaHapa M. Masnosuh



Heypodubpomatosa tun 1 (NF1)

 Kog marber bpoja geue mMoXKe Aa jaBM MHTENEeKTyalHa OMETEHOCT, ain CYy 3HaTHO
yewhwn nopemehajn yyerba

Y oko nonosuHe geue ca Tunom 1 HeypodmnbpomaTose NocToje cMeTHe roBopa

Ennnencunja ce jaB/ba y OKO 7% oOBe pAeue, a HeKaa ce jaB/ba M BacCKy/onaTtuja u
CKO/IMO033a

N3 Heypodmnbpoma moxKe Aa HaACTaHe MAAUTHM TYMOP OBOjHMLA NepndepHUX HepaBa
LWITO je 1 Hajuyewhwn y3poK cMpTK Koa, oBMX BonecHUKa

Dou Op AnekcaHapa M. Masnosuh



Heypodubpomartosa tun 1 (NF1): cayuaj https://www.youtube.com/watch?v=sSJKBNVqHcs




Heypodubpomartosa tun 2 (NF2)

HacnehuBarbe ayTo30MHO JOMMHAHTHO FEHOM 33 TYMOPCKM CYynpecop Ha Xpomo3omy 22
e OBaj Tun je pehm oa Tuna 1

* HajkapaKTepuUCTUYHMNjKU 0bOOCTpaHM TymMOpU-LLIBAaHOMM HepByca BecTtubynapuca vy
NoHTOLUEepebenapHoOM yriy ca nocTteneHnm pa3sojem owtehera cayxa

 lLIBAHOMM MOTY Aa Ce jaBe U Ha APYTMM KPaHWUjaIHUM N nepndepHUM HKMUBLMMA

MP mo3ra npuKasyje HEKONNKO
Behux TYyMOpCKMX maca Koje ce
npebojaBajy HAKOH AaBaHba
KOHTpacTa (ragonnHujym), a
Hana3e ce y 0ba
noHTouepebenapHe yrna (Kyta
cTpenuue).

Dou Ap AnekcaHapa M. NMasnosuh



Heypodubpomartosa tun 2 (NF2)

* CMmeTHe NoYntby TUNUYHO Y APYroj AeueHUju
e Cpehy ce n KpaHWjanHU N CAMHAAHU MEHUHIEOMMU U eNeHANMMOMMU

* Koxe npomeHe Cy Makbe n3parkeHe

Café-au-lait mp/be Koje mcnywaBajy NF1 Kputepujyme cy npucytHe camo y oko 1%
obonennx og, NF2

Buwe oa 50% 6onecHnka nmajy de novo mytaumje, a jeaHa TpehnHa nma mosanymsam

Dou Op AnekcaHapa M. Masnosuh



Heypodubpomarosa tun 2 (NF2): cnyuyaj https://www.youtube.com/watch?v=cCPwWF_9cvp4




Heypodunbpomarosa

AwnjarHo3a

* [locTas/ba ce Ha OCHOBY TUMNUYHUX KTTMHUYKNX KaPaKTEPUCTUKa N €BEHTA/IHO NTEHETCKOI UCMUTUBAIHA

* Mpernegom mory aa ce y NF1 Hahy KapakTepuUTUYHE NPOMEHE U Ko, poauTesba anu cy y oko 50% cnyyajeBa y
NUTakby HOBE MyTaumje

* MP ce KOpUCTHK 3a AOKa3MBatbe MHTPAKPAHMjA/IHUX TYMOPA

* Kapa ce 3Ha TMn naTonolwkKe myTtauuje moryha je npeHaTanHa AnjarHOCTUKa

Jleyerbe n NporHo3a

* Tepanuja CONUTAPHUX KOMKHUX M MOTKOXKHUX Tymopa Y NF1 je xupypllKa, peTKo 3payHa, ain YKaatbarbe
nnekcmpopmHmnx Heypopmbpoma ob6MYHO HMje 3aa0BOsbaBajyhe

* HeoxoaHa je KOMNAETHa peceKkunja MaanUrHMxX Tymopa oBOjHULA NnepndepHUxX HepaBa

* ONTUYKM TTIMOMM UMajy BEHMrAH TOK M HE onepuLly ce

 Obonenun og NF1 npoceyHo xuBe 8 roanHa Kpahe

* PaHa cmpT je 06MYHO Nnocneauua BacKky/ionaTuja U MaJIMTHUX TYMoOpa

e Ob6a Tnna ce CMMNTOMATCKM TPETMPAjy NpemMa ucnosbaBakmma (6on, ennnentTuYkM Hanaay, ...)



LLiBaHOMaTO3a

LLIBaHOMaTO3a ce ncnosbaBa Camo MY/ITUMIMM LUBAHOMMMA Ha KPaHWUjaJIHUM U CMTUHATHUM
HEPBMMaA, a KJIMHNYKA C/IMKa Ce NCNO/baBa 3HaLUMMa KOMMPECHje Ha HEPBE N TKUBA, YECTO
npaheHe 6010M 1 TpHEHEM

Dou Op AnekcaHapa M. Masnosuh



Sturge-Weber cuHgpom

e Sturge-Weber cuHApOM je BaCKynapHa KOHreHUTanHa masnpopmaLmja KpBHMUX CyA0Ba MO3ra
ca HeBycoM Ha nunuy boje MopTto BMHa (,,nevus flammeus”), mandpopmauymjom

NenNTOMEHUHIeanHUX KPBHUX CyA0Ba U XOPOUAHUM ,,aHIMOMOM” oKa (Koju yecTo AoBoau A0
r/layKkoma)

* HeByc ¢pnameyc ce Hanasm o6MYHO Ha KOXKK Y AepmaTomMmy opTasiMUYKe rpaHe HepByca
TPUreMmnHyca

* AHIMOM je NenToOMeHUHreaaHa BEHCKa aHrMoMaTo3a ca UcTe cTpaHe mo3ra (OKUMNUTanHo
NN NOCTEPUOPHO NapujeTasiHo), 0BUYHO ca Xxemmnnape3om, XOMOHUMHOM XEMUAHOMCUjOM
N enuNenTUYKMMm Hanaamma Beh y npBMm rognHama *KMBOTA

o B
Dou Ap AnekcaHapa M. NMasnosuh




Sturge-Weber cuHgpom

* bonecrt je peTKa U HacTaje cNoOpPaANYHO Ca COMATCKUM Mmo3anumamom mytauunja y GNAQ

* [1OCTOjU KOHFEHUTAIHM HeJoCTaTaK KOPTUKA/IHUX BEHA YCae ] Yera HacTaje BEHCKA CTas3a
ca XMnokcujom 3axsaheHor gena Kope

HacTtaje aTpoduja KopTeKca Koja je cnopa 1 nporpecmuBHa Kao 1 KanumduKaumja oBor
apeana (npomeHe y BUAY ,TPAMBajCKUX WIMHA“) anin cam aHTMOM He Kaaunudukyje

MaHundecTtaumje: enm Hanagn, MOXAaHW yaap, KOTHUTUBHM Naj, aykom, AedopMUTeTH
nmua

Dou Op AnekcaHapa M. Masnosuh






Stu rge-Weber CUHAPOM: cnyqaj https://www.youtube.com/watch?v=fHpD2di10Eg




Sturge-Weber cuHgpom

JNleyerbe

HeByc Ha nLy ce TpeTupa nacepom

OKO - NpMMeEHa NeKoBa NPOTMB [/layKoma

AHTUENnMAenTULUM Kao NPeBeHLMja enn Hanaaa

Y nocneamre Bpeme ce npernopyyyje v mane Ao3e acnmpuHa Ko 3axBaTakba KPBHUX
CyJ0Ba MO3ra

Dou Op AnekcaHapa M. Masnosuh



Von Hippel-Lindau cungpom/6onect (VHL)

* Von Hippel-Lindau (VHL) cuHgpom je HacnheaHa
MYNTUCUCTEMCKA BoNecT Koja ce KapakTepuwe BehuHom
LUCTUYHUM, DEHUTHUM U MATUTHUM XEMAHTMOMMMA U angortaa

Retinal

Endolymphatic

Heons1adMmamMa MO3ra yriiaBHOm u,epe6enyma, KnuimeHe sactumors

MOXXAUHEe U abaOMUHaNHNUX OpraHa

Pulmonary
hemangiomas

* [eHeTcKkn nopemehaj: rybutak pyHkumje VHL reHa, 3p25-26

* [pUcyTHU cy TYMOpU peTuHe n xemaHrnobnactomu LIHC, Lver

hemangiomas

KapumHomu bybpera (clear cell renal cell carcinomas),
$beoxXpomMoLUUTOMMU, HEYPOEHAOKPUHU KAPLMHOMM NAHKPEACA Fetc

N TYMOPU eHAONMMATUYKUX BE3UKYNA

Multiple
pancreatic cysts

hemangioblastoma

Bilateral papillary
cystadenoma of

BonecHUUM nMmajy rnaBob0o/be, CMETHE PABHOTEXKE, OTEXKAH Hrammaos

X0/, HecBecTuue, napese, CMeTHe BUAA, MOBULLEH KPBHMU
NPUTUCAK, HEKaa U MHPAPKT MO3ra 1 CpLA; XKUBOTHMU BEK je
cKpaheH (cMmpT y YeTpaeceTMm roaMHama ¥XunBoTa)

Dou Op AnekcaHapa M. Masnosuh

Cerebellar
hemangioblastoma

Spinal cord
hemangioblastoma

Pheochromocytoma

Renal hemangioblastoma
Renal cell carcinoma
Multiple renal cysts

Bilateral papillary
cystadenomas of

the broad ligament
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Von Hippel-Lindau cuHapom: cnayyaj
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MpeBeHUUja KOHFeHUTaNHUX mandpopmauuja

[eHepanHo, Y KOHreHUTaAHMM Mandopmalmjama moryhHOCTM neyera cy orpaHUYeHe,
Te je Harnacak Ha npeBeHumnjn

e CaBeTyje ce NpeBeHTMBHO AaBatbe ¢ponarta npe n Tokom TpyaHohe, HapoYNTO Yy NPBOM
TPUMECTPY, a/In U TPU MeceLla Npe nNJaHnpaHe KoHuenuuje, ca Ao3ama Koje Bapupajy
npema nutepaTtypu

* }eHe Koje cy umane naoa unu aete ca gepeKkTom HeEpPBHE LeBM Tpeba Ja TOKOM uenor
reHepaTuUBHOr nepmnoga ysmmajy 400 mcg (0,4 mr) nam 800 mcg (0,8 mr) donata
NHEBHO

PuU3nK mandopmaumja cpactakba HeypasiHe LeBM ce CMakbyje 3a OKo 75% y3
peaoBHY NpuMeHy ¢onaTta

* [lpeHaTanHa ANjarHOCTUKA

Dou Op AnekcaHapa M. Masnosuh
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Dou Ap AnekcaHapa M. NMasnosuh



