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Heiipodubpomaros BnepBbie onrcan HemenkuM natoorom Recklinghausen (1833-
1910) kak HaclIeICTBEHHOE CHCTEMHOE 3a00ieBaHue Hequ(PEepEeHIIMPOBAHHON HEPBHON
TKaHU (ayTOCOMHO-JIOMHUHAHTHOE HACIICIOBAHKE), XapaKTEPHU3YIOIIeeCs MOPaKEHUEM
KOXHU M HEPBHBIX CTBOJIOB C 00pa30BaHUEM MHO>KECTBEHHBIX OIMYXOJIEBBIX Y3JIOB -
HeHpopUOpPOM M MUTMEHTHBIX MATEH B KOXKE, CIIM3UCTBIX 000JI0UKaX, PEXke - BO
BHYTPEHHHMX OpraHax, COIPOBOXKIAIOLIEECs HEBPOJIOTMYECKUMU, TOPMOHAJIBHBIMU,
KOCTHBIMM HapylIeHusiMU. 3a0oeBaHue sBIsETCs HacaeACTBEHHBIM, yacToTa 1:3000-
1:4000 nacenenus. PaznuuaroT HeHTpanbHbIN U nnepudepudeckuil HeipodrudpomaTos.
3aboneBanue o0ycioBiIeHO MyTanuen reHa «Hdp1» B 17g-xpomocome. MykuuHBbI U
KEHIIMHBI TOPAXKAIOTCSI OJJUHAKOBO YacTo. [IpuMepHO nmosioBUHA Cy4aeB — CIE/ICTBUE
HOBBIX MyTalui. MexaHu3M pa3BUTHUS KIMHUYECKUX [IPOSBICHUNA HEU3BECTCH.
CymiecTByeT NpeAnoa0KeHHne, YTo reH «H(1» BXOAUT B TpynIly reHOB, O1aBIISIOIINX
poct onyxoiield. CHI>KEHHE UM OTCYTCTBHUE BBIPAOOTKH MPOAYKTA reHa —
HelipoduOpoMuHa MPUBOJUT K AUCIUIACTUYECKON WM HEOIJIACTUUECKOUN npoudepainu
KJIETOK. 3a00JIeBaHUE XapaKTepU3YyEeTCsl BBIPAKEHHBIM KIMHUYECKUM OJUMOPPU3ZMOM,
MPOrPECCUPYIOIIUM TEUEHUEM, TTOJIMOPTraHHOCTHIO NTOPAKEHUM U BBICOKOU 4YaCTOTOU
OCJIO’)KHEHHH, B TOM YHCJIe IPUBOASIIMX K JIeTalbHOMY ucxoay. Helipodpubopomsrl,
0c00eHHO TUIeKCU(OPMHBIE, CBSI3aHBI C MOBBIIICHHBIM PHCKOM 03JI0KaueCTBIICHUS (B
20% cnydaeB). Knunuueckas quarHocTrka nepedepuieckoro HeiipopudpomaTosa
OCHOBaHa Ha OOHApPYKEHUH KaK MUHUMYM OIMCAaHHBIX HUXKE 2-X KPUTEPUEB,
PEKOMEHJOBaHHBIX MeX1yHapOJHBIM KOMUTETOM 3KCIEPTOB 10 HellpoduOpomartosy.
Oco0eHHOCTBI0 3a00JI€BaHUs SBISIETCS OCIEOBATEILHOCTD MOSIBJIEHUSI CHMIITOMOB B
3aBUCUMOCTH

OT Bo3pacTa nanueHTa. [lurMeHTHbIe MATHA Ha KOKE MOTYT ObITh IEPBBIMU NPU3HAKAMHU
3a0osieBaHus B J€TCKOM BO3pacTe u Juuib no3aHee, Kk 10-15 rogam MoryT nposiBUTHCS
Apyrue npuzHaku 0osie3au. CTUMYIIOM JJIs MOSBJICHUS OIyXOJIEBBIX Y3JIOB SIBJISIETCS
rOpMOHaJIbHAS MEPECTPOiiKa OpraHu3Ma, a UMEHHO BpeMsl IIOJIOBOTO CO3pEBaHUs,
nepuoJ 6epeMeHHOCTH, OCIEPOI0BbIi nepro . PazmMepbl MOTyT JOCTUraTh OT S MM JI0
THTAaHTCKUX pa3mepoB (Maccoii 6oneelO kr).

XapakTepHbIMH NpU3HAKaMHU Nepudepruyeckoro HepopudpomaTosa SABIASIOTCS

* MHoecTBeHHbIE 0€300JIe3HEHHbIE HEUPOPUOPOMBI «(DEHOMEH KHOIKH 3BOHKA»:
-OIyXOJIM HEPBHBIX CTBOJIOB B BU/IE Y3JI0B WJIM BETBUCTON HEHPOPUOPOMBI, 0COOCHHO
1IeH U pyK;

-OIyXOJIM KOKU U3 3HJIO - U IEPUHEBPUS IEpUPEPUUECKUX KOKHBIX HEPBOB,;

* MUTMEHTALUs KOXKHU:

-IISITHA HA KOXKE [BETa «KO(E C MOJIOKOM>;

-«BECHYIIKM>» B TIOJIMBIIIEYHbIX BIaJUHAX WM MaXOBbIX CKIIaJKAX;

* y3€JIKH Ha pajyKe — y3eaku JIuiia, coCcTosIIIe U3 CKOTUICHHH METaHOIUTOB. [2,3]
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OcHOBHOI 3a71aueil HAyYHBIX HCCIIEIOBAHUI MIPEACTABISAETCS pa3paboTKa METO/I0B
NaTOreHETUYECKOTO JIeYeHNUs HelpohuOpoMaTosa, MO3BOISIFOIINX CAEPKUBATH
MOSIBJICHUE HOBBIX U POCT YK€ UMEIOIINXCS OIMyXO0JIeH, a TaKXKe MPe0TBPAIATh
Pa3BUTHE OCIIOKHECHUU.
Mopdonoruyeckas guarHocTuka rnepudepudeckoro Heipohudpomaroza OCHOBBIBACTCS
Ha XapaKTePHOU CTPYKTYpE OMyXOJEBbIX y3JI0B, B (HOPMHUPOBAHUH KOTOPHIX
npeobagatoT MPOU3BOAHbIE SHI0- U TIEPUHEBPHS, C KIIETOUHO-BOJIOKHUCTHIMH
JICHTOBUHBIMU MTyYKaMU U TIapajuIeIbHO JSKAIUMU sIApaMHU, MeCTaMu 00pa3yromuMu
XapaKTepHbIE 3aBUXPEHUS, «KMYapOBbI€ CTPUKTYPBI», 00HAPYKUBAIOTCS TAK¥Ke
0€3MSIKOTHBIC pa3pO3HEHHBIC HEPBHBIC BOJIOKHA. [1,4]
[TpuBoauTCS KIMHUYECKOE HaOIIOIeHUE Tiepudepuueckoro HelipopudpomaTosa y
6onpHOM C., )xeHIIUHbI 57 jieT. C 1eTCKOro Bo3pacra y Hee OTMEYAIIUCh:
- MUTMEHTHBIE MSTHA [BETa «KO(DE C MOJIOKOM» JuaMeTpoM OT 3 10 9 cM Ha KOXKe;
- IATHA THIA «BECHYIIEK» B MOAMBIIICYHBIX BIAJUHAX;
- MO3XKe — Ha paJy,Kax 000WX ri1a3 BOSHUKIM y3enku Jluma.

B Bo3pacte 24 net, nocyie BTOpoi OEpEMEHHOCTH Ha KOKE MOSIBUIUCH €IMHUYHbBIC
0e30071e3HEHHBIE OITYXOJIEBBIE Y3IIbI, YUCIIO KOTOPHIX CO BPEMEHEM 3HAYUTEIbHO
YBEIUYUIIOCH, paCTIPEICTISIsICh Ha KOXKE JIMIA, IIeH, CIIMHBI, )KHBOTA, KOHEUYHOCTEH (pHcC.

1).

Prc. 1 — MHO®eCTReHHEIE HeHpOdHOPOMEL PYK

3a nocnennue 15 et 6onpHOM Oosiee 10 pa3 Xupyprudueckum myTeM yaajsiian Haubosee
KPYIHBbIE OBICTPOPACTYIINE Y3IIBI:
Knununueckue nuarnossl: pudbpoma, numnoma, GudpoMartos, JIUMOMATO3.
['mcronmornyeckue AMAarHO3bl: HelipohuOpomMa ¢ MpU3HaKaMH 03JI0KaueCTBICHHS,
HEBpOreHHas capkoMma, (pudpoma, Tunoma, aHruopudpoma.
[Tpu mepecMOTpe apXUBHBIX TUCTOJOTMYECKHUX MPENapaToB OMYX0JIEBBIX y3JI0B KOXH,
OTMEYEHO, UYTO CTPYKTYpa OMyXOJHU Ha OOJIBIIIOM MPOTSKEHUH COXPAHSIIO XapaKTepHOE
KJIETOYHO-BOJIOKHUCTOE CTPOSHHUE C BOJTHOOOPA3HBIMH BOJIOKHUCTBHIMHU CTPYKTYypaMH H
napauIeTbHBIMU PSIIaMU YIUTONIEHHBIX SIIEP, YTO OTINYaeT Helpodhubpomy oT
(GuOPOMBI C XaOTHYHBIM PACTIOJIOKEHHEM COSIMHUTEIbHOTKAHHBIX BOJIOKOH. B
HEKOTOPBIX Y3JIaX UMEJIHCh. OYard aHTMOMaTo3a, BUXPEBOE PACION0KEHUE KIETOK U
Y4aCTKM MUKCOMATO03a, HAIOMHHAIOIINE YMOpUOHANIBHYI0 Gubpomy. (Puc. 2)
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Puc. 1. pHXpeBOe PACTIONOMECHHE KICTOK H VHACTEH THaauHo3a (oxpacka no Ban I'nsony)

Ha nepudepun 6omnee «3penpix» y3710B pacnoyiararoTcsi My4kd rHalliHU3UPOBAHHBIX
(UOPO3HBIX BOJIOKOH, OCTPOBKH U TTOJISI )KUPOBOU TKAHH, a TAKKE COXPAHUBIITHECS
MIPOTOKH MOTOBBIX keJie3. OMMUOKH THCTOJIOTMYECKOW TUAarHOCTUKU OOBICHSITNCH
HaJIMYUEM YYaCTKOB MUKCOMATO03a, CKOIJICHUE COCY/IOB M JKUPOBOM TKaHU B TIpemapare.
JloTIOTHUTENTBHO COOpaHHbIC AHAMHECTHYCCKUE JaHHBIC O HAIMYUU TUTMCHTHBIX TISITEH,
OITYXOJIEBBIX Y3JIOB B KOXE Y ChIHA, POKICHHOTO OT BTOPO OEPEMEHHOCTH, a TAKXKE
MMUTMEHTHBIX TISITEH B KOXKE y BHYKA, CBUACTCIILCTBYIOT O HACJICICTBEHHOM XapaKTepe
3a00s1eBaHusl.
[To HammuM HaOIIOICHHUSIM TTOCHE yIaleHusi ObICTPOPACTYIIUX OOJIE3HEHHBIX Y3JI0B OBLIO
MOJIYYCHO 3HAUYUTEILHOE 3aME/IJICHIE UX POCTA U OTCYTCTBHE MOSBIICHUS HOBBIX
Hetipopudpom. [Ipu 3TOM crieyeT OTMETUTD, YTO JKEHIIMHA HE COOJII0AAET OCHOBHBIX
Mep IpoUIAKTUKHU PEIUINBOB, HE 3aIIHIIACT KOXKY OT BO3ACHCTBUS
yIBTPa(HOIETOBBIX JIYUCH, KOKa MMOCTOSTHHO MOABEPTaeTCS TPAaBMATHUECKOMY
BO3JICUCTBUIO (3aHSATUE CIIOPTOM).
3aKIIIOUYCHHUE!

bonesns Pexnmnrxaysena — peakoe 3a00yieBaHue, TUarHOCTHKA KOTOPOTO
3aTPyMHSCTCS M3-3a HAJTUYHS IPYTUX TKAHEH B TUCTOJIOTHYECKHX TTperaparax.

HetipodubpomaTos - mporpeccupytoiee 3adojieBaHue, TpeoyroIiee MOCTOSIHHOTO
HaOJIIOICHUS.

Hekotopsie HeltpopuOPOMBI MOTYT MOJIBEPraThCsl 37I0KAYECTBEHHOM TpaHChOpMaIlnu.

BbreicTpopactymue HelipohuOPOMBI JOIKHBI OBITh YAAICHB XHPYPTHUECKUM ITYyTEM JIJIsI
MPEIOTBPAIICHHS 3JI0KaYeCTBEHHOM TpaHc(opMaIiuu, o HalluM HaOTI0ACHUSIM
yIajieHue OBICTPOPACTYIIHMX Y3JI0B MPEIOTBPAIIACT MOSBICHNE HOBBIX U BBI3BIBACT
3HAYUTEBHBIA PETPecc BOZHUKIINX paHEe.
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