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2.1. Coxkpamenust

BY/l — BHyTpHUYEpENHOE 1aBIICHHE
HCX — uepedbpocnuHambHas KUIAKOCTh

McHC — multicategorical hydrocephalus classification

2.2. Onpenesienne u NaTopu3nOIOTUs

Ianporedanus xapakTepusyeTcs: pacliupeHueM BHYTPSHHUX W/UITH HAPYKHBIX
JUKBOPOCOIEpKAINX MpocTpaHcTB. Kak mpaBuio, ruaponedanis COmpoBOXKIaETCs
pacuIipeHreM KeITyJA0YKOB MO3Ta U MOBBIIIIEHHEeM BHyTpudepenHoro nasienus (Jlesun O.C.,
Mryaeman JI.P., 2011; Mymenranep M., 2009., Groat J. et al., 2013).

YcranoBneHo, uto y uenoBeka 70-90% maukBopa 00pazyercs B COCYIUCTOM CIJIETEHUH,
ocrtapmuecs 30-10% oOpa3yroTcs B TapeHXUMeE TOJIOBHOTO MO3Ta B pe3yabTaTe 0OMEHHBIX
MIPOIIECCOB ¢ BHEKIJIETOUHBIM MTPOCTpaHCcTBOM Mo3ra. Llepedpocnunanbroit sxuakoct (LCXK) y
JIeTeN U B3POCIBIX €XKETHEBHO 00pa3yeTcst okoiio 500 mit.

VY HoBopoxaeHHoro ooweM LICK cocraBnsier okono 50 mu (Adikapau XK., 2013).

I'unpocratuueckoe gapnenue LICXK (cHHOHUM «BHYTpUYEPEITHOE IaBIICHHEY)
dbopMupyeTcs U3 AaBIEHUS CEKPEIMH CIIMHHOMO3TOBOM KHUJAKOCTH U €€ PE3UCTEHTHOCTH K

HUPKYJISIUU U pe3opOuun. HopmansHoe BHyTpUUepernHoe aBjIeHHe y 1eTel 1 B3pOCibIX B



noyioeHuu jiexxa coctaisierT 100—150 mm BomHOTO cTos0a. Y HOBOpokaeHHBIX aaBienue [[CK
HUKE U COCTaBIIseT 0KoJio 40—50 MM BOHOTO cTOJIOA.

Cekpenus LICXK cunraercs pe3yabTaToM ABYXCTyIeH4YaToro npouecca. Ha nepsom
JTare 3a cyeT UAPOCTATUYECKOTO AaBieHus! GopMUpyeTcs yabTpauibTpar ria3Mel yepes
JIMIIEHHBIN HEMTPOHUIIAEMBIX TIEPErOpPOIOK IHIOTEIUN KaUIUIIPOB COCYAUCTONH OOOIOUKH.
Bropoii aTanm — Tpanchopmanus yinpTpaduiabTpaTa 3a CUET AKTUBHBIX META0OINYSCKUX
MPOIIECCOB BHYTPH SMUTEIHUS COCYAUCTON 000IOUYKH.

Ckopoctb 00pazoBanus LICXK oTHocuTenbHO HE3aBUCHMA OT CUCTEMHOTO JABJICHHUS.

Ckopoctb pe3op6uuu 3aBucHuT oT nasieHus LICXK u B nuanazone pu3nonoruyeckoro
JIaBJICHUSI UMEET OTHOCUTENIBHO JIMHENHBINA XapaKkTep.

N3 6okoBbix xenynoukoB LICXK orrekaeT yepes MexKeny104KOBOE OTBepcTe MOHPO B
III xenynouek, nanee yepe3 CuiabBUEB BOJOIPOBOI ITpoHUKAET B [V xkenyaouek, oTkyna yepes
CcpeauHHOE OTBepcTHe MakaHau U 1Ba OOKOBBIX 0TBepcTHs JIoIIKa MmomnaiaeT, COOTBETCTBEHHO,
B IIepeOeIUIOMEIYIIIPHYIO IIUCTEPHY U OOKOBBIC UCTEpHBI MocTa. [Ipumepro 1/5 wacts LICXK
OTTEKAeT B MEPUMEYJUISIPHOE CyOapaxHOUJAITBHOE MPOCTPAHCTBO, a 4/5 — B cUCTeMY
0a3aNbHBIX IUCTEPH U B KOHEUHOM MTOT'€ BCACHIBACTCS MaXMOHOBBIMH IPAHYISALIUSIMU BEPXHETO
CaruTTAJIbHOTO CUHYCA, B pe3yJsbTare yero coctaBHbie kKoMnoHeHThl LIC)K BHOBB monanaior B

KpOBB.

2.3. MKb-miugpsi

G91 — T'maponedanus

Uckmrouena: ruaponedanus BpoxaecHuas (Q03.-), BbI3BaHHAS BPOXKICHHBIM
Tokcormnazmocom (P37.1)

G91.0 Coobmaromasics ruapouedanus

G91.1 O6cTpykTuBHas rupouedanus

G91.2 T'unpouedanuss HOpMaTLHOTO JaBICHUS

G91.3 IloctTpaBmMarndeckas ruaporedanis HeyTouHEeHHAs

G91.8 [Ipyrue Buasl runpouedaniuu

G91.9 T'unpouedanus HEyTOUYHEHHAS

G94.0 T'unpouedanus mpu UHPEKIUOHHBIX U MTapa3UTAPHBIX 0OJIC3HSX,
KJIaccu(UIIMPOBaHHBIX B Ipyrux pyopukax (A00-B99)

G94.1 I'mppouedanus npu omyxoseBsix 3a0oneBanusx (C00-B48)

G94.2 T'uppouedanus npu Apyrux 00Je3HX, KIacCH(UIIMPOBAHHBIX B IPYTHX pyOpUKax



2.4. YacToTa

JlarHbIe 0 9acToTe ruaporedand HeaocToBepHbl. OOBIYHO TPUBOIUMAS YACTOTA 3 HA
1000 >k¥BBIX HOBOPOXKICHHBIX KACAETCS TOJBKO BPOXKACHHOW (MM paHO HAYMHAIOIICHCS )

ruaponedanuu.

2.5. DTHosornus

Tabauua 2.1 OcHOBHBIC MPUYKHBI THIPOIIC(ATHH B Pa3JIMYHBIX BO3PACTHBIX TPYIIITaxX

(Avikapau XK., 2013)

I'mapouedanns mioga

Manvpopmayuu®

3arparuBaromue mytu orroka LICXK:

— aTpesusi, CTEHO3 WK MeMOpaHHbIe JuadparMbl BOAOIPOBOA,;

— pa3BETBJIIEHUE BOJONPOBO/JIA,

— CTEeHO3 oTBepcTus MOHDO;

— manbdopmanus Kuapu 11 Tuna,

— MeMOpaHo3Hast O0CTPYKLKS OTBEPCTUS YETBEPTOTO JKEITYA0UKa;

— HEJI0pa3BUTHE NAXWOHOBBIX IPAHYISALUN (B PEIKUX CIy4asix);

— CHHJIpOM I[eHzm—YOKepaz.

3arparuBaroiiye B O0JIbIIel CTeNeH! rOJOBHOM MO3T:

— romomnpo3dHiedanus (B 0coOeHHOCTH 0e37100HbIN BapHaHT);

— rUapoansHIeaus;

— cuHpoM Yokepa—BapOypra u cBs3aHHBIE ¢ HUM MaJib(popMariuu.

BoszeiicTBust Bo BpeMsi 6epeMEHHOCTH:

— BHYTPHUMATOYHbIE BUPYCHBIE HHPEKIMH (TOKCOIMIa3M03, IMTOMETaJOBUPYC,
napsoBupyc B19, numdonutapHbliii XOpMOMEHUHTHUT);

— BHYTpHUMAaTOuYHble OaKkTepHalibHble HH(EKINH;

— IpeHaTaJbHble KPOBOTEUEHUH (MHTpA- WM NEPUBEHTPHUKYISPHbBIE);

— TpaBMa.

I'mapouedanus HOBOPOXKIEHHBIX

[To3nHssa MmaHudecTanys WK BbISIBICHHE TPEHATATBHBIX TPUYHH
IlepunaTanbHOE BHYTpUYEPEITHOE KPOBOTEUEHUE, OCOOCHHO TSXKEIO0e
BHYTPHKENYI0YKOBOE

BuyrpuxkenynoukoBoe kpoBoreuenue (III, IV crenenn)




bakrepuanbHblii MCHUHTUT

XUMUYECKUI MEHUHTHUT (pa3pbIB KpaHUO(APHHTEOMBI WIIN IEPMOUTHON KHCTHI)

[TapaszutapHbie HHGEKIMH, OCOOCHHO UCTUIIEPKO3

AHeBpI/ISMa BEHEHI [ 'anieHa uimm APYyrue€ aHoMajaiuu COCya0B, HAITPUMEDP, KOMIIPECCHUU UITU

TpOMOO3 BEH

Myxkononucaxapuao3 (cunapom ['yprep)

Cungpowm Jlenan—Y okepa

I'mapouedanus nerckoro Bo3pacra

Onyxomnu 3a7Hei YepernHoi MK, BKIIIOYas OMyXO0JIM BOKPYT BOJIOIPOBO/IA

CymnpacenisipHbie U CeJUISIPHbIE OMyX0Ju (KpaHUO(hapHUHT€OMbI, TTTMOMBI 3PUTEIHLHOTO

HEpBa, MMHEATIOMBI)

CynpaceisipHble 1 HHIIM3YpaJIbHbIE KUCThI TAYTUHHON 000JI0YKH

WNudexunn u KpoBOTEYCHHUS

]_II/ICTI/II_[epK03 " ApYyruce napasnuTapHblC HUHBA3UU

[To3mHee BBIsSBICHHE CTEHO3a BOJOIIPOBO/IA (10 B3POCIIOTO BO3pacTa)

[To3znuee BoisiBieHue Manbpopmanuu denan—yYokepa

[To3mHMI penuanB TOKCOILIA3M03a

T
Manvghopmayuu mo2ym 6vime 06ycno61eHvl 2eHemu4ecku, UMems Heu38ecmHoe

npoucxoofcdeHue UTU ABTIAMbCA 6MOPUUHBIMU NO OMHOWERUIO K namoJjiocuu 6000np0600a.

2
Manvgopmayus coxpausemcs 6 meueHue bepemeHHoCmu, Ho cuopoyeghanus

paseueaenici npeumyulecn8eHHo 6 meiyeHue nepeoco 2004 JHCU3HIU.

I'enernueckue npuyMHBI THAPOLE(dATUH BCTPEUAIOTCS JOCTATOUYHO PEAKO, HO BaXKHBI C

TOYKH 3PSHHUS TEHETUUECKOTO KOHCYJIbTHPOBaHus (Tadi. 2.2).

Tabauna 2.2. I'uaponedanus renerudeckoro npoucxoxaeHus (Aikapam XK., 2013).

Tun cungpoma

OcHOBHBIE POSIBJICHUS

HacaenoBanue

(reH, JoKYyC)

Crenos
BOJIOTIPOBOAA (CHHIPOM
bukepca—Anamca,
MASA-cunapom,
CRASH-cunmpom)

TpexkemynoukoBas
ruapouedanus, crubaHue-npuBeIeHNE
0O0JIBIINX MANBIEB PYK, 3aJEPIKKa
YMCTBEHHOI'O Pa3BUTHS, TapaIuIeTus,
areHe3usi MO30JIMCTOTO Tejla, aHOMaJIuU

HU3BUJINH

Peneccusnoe,
CLEIUIEHHOE € X-
xpomocomoii (LICAM,
Xq28)




Cueruieuas ¢ X-

3azepsKKa yMCTBEHHOTO

Peneccusnoe,

XPOMOCOMOM pa3BUTHSL, MOJIOTKOOOPA3HBIM OOJIBIION | ClerIeHHoe ¢ X-
runporedanus 6e3 naJier] KUCTH, CIIaCTHYECKast XPOMOCOMOM
CTEHO3a BOJIOIIPOBOJIA naparuIer st

Hecuennennas c Crenuduueckre nposiBICHUS AyTOCOMHO-
X-XpOMOCOMOU OTCYTCTBYIOT pEeLECCUBHOE
rnnpoue(banmll

Cunapom Jlucconnedanus, 3aaepxKa AyTOCOMHO-
Yokepa—DBapOypra YMCTBEHHOI'O Pa3BUTHS U TsHKEIIbIE penieccuBroe (POMTL,

HEBPOJOTMYCCKUE OTKIIOHCHUA,
AdHOMAJINU I'J1a3, MaJ'IB(bOMaI_II/II/I
MO3KC€UYKa U KUCTbI KOPHI,

sHIE(aNOLENe B HEKOTOPBIX CIIydasx

POMT?2, 14¢24.3)

Kommekc CxoaHble ¢ IPOSIBICHUSAMU AyTOCOMHO-
«OyIBIKHON MOCTOBOI» ¢ | cuHIpoMa Yokepa—BapOypra pelieccCuBHOE
MBIIIEYHON AUCTpOoduel | Mamb(hopMauy TOJIOBHOTO MO3Ta;

(COMS?, 60I1e3Hb MBIIIII- | COYETAHHAS BPOXKACHHAS MbIIICUHAS
IJ1a3-Mo3ra), BpoxkJeHHas | auctpodus. Heckonbko TUIOB
muctpopus Oykysma

VACTERL"- ATpesus aHyca, KOpOTKHE KOCTU AyTOCOMHO-
CHHJIIPOM BEPXHHUX KOHEUHOCTEW MIIH UX pELeCCUBHOE,

OTCYTCTBHE;
aHemus:t PaHKOHU B HEKOTOPBIX PELIECCUBHOE,
CIIy4asix CUEIUIEHHOE C X-
xpomocomoii (10q23—
31)

I'maponeranbHbIi Muxkpoodranbmus, AyTOCOMHO-

cunapom’ MOJINIAKTUIINSI, BHELTHSS pereccuBHOE
ruzapotedanus, BpOxKJACHHbBIE TOPOKH (HYLS1, 11923-
cepAla, TUIOIJIa3usl JIETKUX, PaHHAS 25)
CMEPTh

Cungpom Hucnazuu pedep u AyTOCOMHO-
Banepa—Apckora’ MO3BOHOYHUKA, J1ehopMaIus JOMUHAHTHOE?

HInpenrens, coobuaromascs




ruapouedanus

MeTaboaudeckue Bxkmrouaror B ocnoBHOM
HapyIlIEHUs, KOTOPbIE MYKOTIOJIMCAaXapu 103, Cliydau aeduiura | ayTocCOMHO-
MOTYT IPUBECTH K MUPYBaTACTUIPOTEHA3HI U peLecCcuBHOE, B
pa3BUTHIO THApOIedATUN | HEKETOTUYECKON THIIEPTITHITTHEMUN HEKOTOPBIX CIIyJasiX
peIeccuBHOE,

CIIEIUICHHOE C X-

XPOMOCOMOM

1Peoxue cunopome.
2COMS — yepedpo-0Ky10-MblUe Hblll CUHOPOM.
SVACTERL — (anomanuu u ampe3susi NO360HOYHUKA, MATbopMmayuu cepoya,

Mpaxeonuwe800Hbll C8ULY, AHOMAIUU NOYEK, AHOMAIUU KOHEYHOCmell) ¢ 2udpoyeghanuell.

Maasdopmannu

Manvghopmayusa Kuapu, ocobenno Il tTuna, panee cuntanace npuuuHon 20% uiau Oosee
cirydaeB rupounedaniy, TeM He MEeHee, B HACTOSIIEee BpeMs 4aCTOTa JaHHON MPUYHHBI
camxaercs. ['uaponedanus, cea3annas ¢ manbhopmanueit Knapu Il tumna u
MEHUHTOMUEIIOLIENE, MOKET Pa3BUBAThCA B MPEHATAILHOM MIEPUO/IE, @ PE3YJIbTAThI
YIBTPa3BYKOBOT'O UCCIIEIOBAHMSI CBUIETEIHCTBYIOT O TOM, YTO PACIIMPEHUE JKEITYT0YKOB MOKET
pa3BUBATHCS 3aI0JITO 10 XUPYPTHUECKOTO 3aKPBITHS JIeEeKTa.

MexaHu3M pa3BUTHS TUApoLedaTni UMEET MHOTO(paKTOPHOE MPOUCX0XKICHHE.
Omny1ieHue cTBoJIa MO3ra MPUBOIUT K YIJIOTHEHHIO 3a/IHEH YepenHoi sIMKH ¢ 00CTpyKIHei
YCThsI YETBEPTOTO XKEIYI0UKa U 3aTPYAHEHUEM IUPKYIISIINA CIHTHHOMO3TOBOH JKUIKOCTH
BOKPYT CTBOJIa MO3Ta B 00JIACTH OOJIBIIOTO 3aTHJIOYHOTO OTBEPCTHSI.

AnbTepHaTUBHBIE MEXaHU3MbI MOTYT BKJIFOUATh aTPE3UI0 OTBEPCTHUS YETBEPTOTO
KeNyJouKa MM BoCcXosmyto nHekuuto. ['unponedanus, cesizanHas ¢ Maiabpopmanueiit Kuapu
I Trmma, HEpenKo coveTaeTcs ¢ MOPAKECHUEM HIDKEIEKAINX YePEITHBIX HEPBOB U
3aTPyIHEHHSIMH JBIXaHUS WU TIIOTAHHS, BEIPAKEHHOCTh KOTOPBIX B HEKOTOPBIX CITydasiX MOXKET
OBITh YMEHBIIEHA IIyTEM U30JIMPOBAHHOIO JICYEHHUS TUpOLedaTHH.

Cmeno3 U ampe3susi 6000npo600a MOXKeET ObITh CBA3aH KakK ¢ MaJb(opMalusIMH, TaK U
UMETh TeHETHYECKOE MTPOUCXOKICHNE HITH PAa3BUBATHCS B pe3ysIbTaTe HH(DEKINH, KPOBOTCUCHHS
WIN APYTHX MEXaHH3MOB.

[TaTonornyeckre M3MEHEHU UMEIOT BapHaOeIbHBINA XapaKTep U BKIIOYAIOT:

— IPOCTOU CTEHO3;

— pa3BETBICHHE, XapaKTEPH3yeMOe pa3/IeICHUEM BOAOMPOBO/IA Ha JIBA WIIH HECKOJIBKO




KaHaJIOB, 0OJIbINAS YAaCTh KOTOPBIX 3aKAaHUMBAETCS CIIEIIO;

— TIMaNbHbIe MEMOpPaHBbI, PACIOJI0KEHHbBIE HA YPOBHE HHTEPKOJUTUKYIISIPHON OOPO3IHI,
KOTOpBIE UMEIOT 0CO000e OTHOIICHUE K HelipohuOpomarosy 1 tuna,

— IPOCTOM INIMO03, OKPYXKAIOIIUKM CTEHO3 BOJONPOBOJIA.

B HEKOTOpBIX Cllydasx OTMEYAeTCs BBIPAKEHHOE PACIIMPEHUE B BEPXHEH 4acTU
BOJIOTIPOBOAA. JlaHHBIE aHOMATUN HEO0S3aTENBbHO MPEACTABISAIOT COO0H MepBUUHOE
OTKJIOHEHHUE, HO MOTYT OBITh PE3yIbTaTOM PA3IUYHBIX COOBITHH B MIPEHATAILHOM IIEPUOJIE UITH
1I0CJIE€ POXKJIEHUS BCIEICTBUE BHYTPHIXKEITYA0YKOBOIO KPOBOTEUEHUS MM OAKTEpUAIbHOTO
MEHUHTIHTA.

Mab(hoMalMOHHBIH CTEHO3 MOXKET OBITh CBSI3aH C TAKMMH COYETAaHHBIMU aHOMAITUSIMH
KaK CpalieHre KPBIIIK Y€TBEPOXOJIMUS, PEANONAralONIMMI HATMYKE Cl1a00 BBIPAXKEHHBIX (OpM
nu3padum.

C naganom npumenenust MPT craiio sicHO, 4TO MHOTHE CIy4au TaK Ha3bIBAEMOIO
UIMOTIATUIECKOTO CTEHO3a BOJOMIPOBOA (PAKTUYECKH CBSA3AaHBI CO CAABICHHEM BOJIOTIPOBOA
U3BHE, B YaCTHOCTH, MEJUIEHHO PAaCTYLIUMH OIYyXOJISIMU YETBEPOXOIMHUSI MU
OKOJIOBOJIOTIPOBOIHBIMM U JIOKAJIbHBIMH OITyXOJISIMU CTBOJIa MO3Ta.

CreHo3 BOIONPOBO/Ia MOKET BCTPEYATHCSI B PAMKAX CEMEMHBIX, CLEIIICHHBIX € X-
XpOMOCOMOI 3a00sIeBaHMM, TaKUX Kak cUHAPOM brukepca—A1amca, BCTpedaromuiics TOJIbKO y
MaJIbuYHKOB.

VY manueHToB 0OBIYHO OTMEYAeTCs TsDKENas yMCTBEHHAst OTCTANOCTb. Y OOJBIINHCTBA
HaIMEeHTOB OOJbIINE Malblbl PYK HAXOAATCS B MOJIOKEHUU CTHOAHUs U IPUBEACHUS, HO JaHHBIN
MPU3HAK HE SIBISIETCS TOCTOSHHBIM U cIeU(pUYHBIM. Takoe NposiBJIeHHE BCTPEYaeTcs U B
KauyecTBE U30JUPOBAHHOIO CUMIITOMA, a TaKXe Mpu cuHaApome Y okepa—BapOypra.

VY pOACTBEHHHKOB MY>KCKOTO I10JIa TALUEHTOB ¢ CUHAPOMOM bukepca—A gamca MOXeT
OTMeEYaThCs TsKeNas 3a/1ep)KKa YMCTBEHHOTO pa3BUTHA 6e3 ruspouedanuu. pyrue Tunsl
ruzapouedanuu 6e3 cTeHo3a BOJONPOBOIa MOTYT UMETh CXOAHBIN CLETNIEHHBIN ¢ X-XPOMOCOMOM
MEXaHU3M MEepeIadn BCIEACTBHE MHOKECTBEHHBIX MYyTAIUi JJOKyca reHa Xq28 MOJIeKy
aare3un L1-knetok. OOpasyromyecs B pe3ysibTaTe aHOMaJIbHbIE MOJIEKYJIbI KJIICTOYHOH aare3un
IPUBOJAT K aHOMAJIbHOW MUTPALlMH KJIETOK CTBOJIA MO3Ta.

MyTanuuu TOoro *e reHa MOTyT NPOSIBJISITECSA B BUJIE CLIETUIEHHON ¢ X-XPOMOCOMOM
cnacTrueckoi naparuieruu 6e3 ruaponedanuu (SPG1) unu MASA-cunapoma (BpoxIeHHOE
ciaboymue, aazus, MAaTKOCTh MOXOKH, IPUBEICHHE OOIBIINX NAJBIEB PYK), KOTOPas MOXKET
CYIIECTBOBATh OJIHOBPEMEHHO CO CLEIUIEHHON ¢ X-XpOoMOCOMOH Tujporedatreid B pamkax
oHOM pomocioBHO# (Jouet et al., 1994).

K COCTOSIHUAM, CBA3aHHBIM C MyTallUAMU JAHHOI'O I'€HA, OTHECCH TaK Ha3bIBaeMBIH



CRASH-cunnpom (areHesusi MO30JIMCTOTO Tea, 3aep)KKa YMCTBEHHOTO pa3BUTHS, IPUBEICHNE
0O0JBIINX MANBIEB PYK, CACTUYECKas maparuierus u ruapouedanus). Jns cuaapoma
XapakTepHa BBIPAKEHHAsI T€TEPOreHHOCTh BHYTPH OJJHOM CEMbH, BO3MOKHO MHIMBHIyaIbHOE
MPOsIBIIEHUE OTACIbHBIMU U30JMpOBaHHBIMU cuHApoMamu (MASA, cnacTuueckoil maparieruu
WJIU CIIETUICHHOM ¢ X-XpOMOCOMOM ruapornedanin) win B mojaHou ¢opme. Creruiennas ¢ X-
XpOMOCOMOM ruiporedanus B OOJbIINHCTBE CIIy4aeB JUATHOCTUPYETCS B IPEHATAIBHOM
nepuojie. Tem He MeHee, MOTYT BO3HUKATh CJIOKHOCTH B CBSI3H C TIO3THUM HAa4aIoM
pacuIMpeHust KeITyA0YKOB U MPOSIBICHUSIMH, TAKUMHU KaK BbIpa)KEHHAs aCUMMETPUS
JKEITYI0YKOB, MPEANOIaraloluMH 1eCTPYKTUBHBIN Mpoliecc. 3aperucTpupoOBaHO HECKOIBKO
CJIy4aeB ayTOCOMHO-PEIIECCUBHOTO BPOXKIEHHOTO CTeHO03a BogonpoBoa (Barros-Nunes u Rivas,
1993), noaToMy IpH reHETUYECKOM KOHCYJIbTUPOBAHUY HEOOXOIMM TIATEIbHBINA COOP
CEMEIHOro aHaMHe3a BCeX POJICTBEHHUKOB.

Cunopom /lenou—Yoxepa npeacrapisieT cOO0H peKyI0 MPUUMHY THApoedanuy,
Kacaromryrocs Mmeree 4yem 2% ciydaeB (Hirsch et al., 1984). Bo3moskHa npeHaTaibHast
JMarHOCTUKA Ha OCHOBAHWHW OTCYTCTBHS YepPBsl MO3K€UKa. B OONBIIMHCTBE ClydaeB
ruapouedanus Ipu poKIACHUHU OTCYTCTBYET, a Pa3BUBACTCS B TEYCHHE [IEPBOTO I0J1a )KU3HU.
OcHoBaHusl U1 TOJO3PEHUN BO3HUKAIOT IIPH (POpME TOJIOBBI C BHIAYUBAHUEM 3aHEH YacTH, HO
JUTSL IOATBEPIKICHUS] HEOOXOAMMO HCIIOIb30BAHUE METO/IOB BH3yaTH3aIIHH.

3a0osieBaHNE OOBIYHO HE HUMEET CEMEMHOI0 XapakTepa, HO B HEKOTOPBIX CIydasix
CBSI3aHO C XPOMOCOMHBIMH a0eppalusiMu; IPH 3TOM HEOOX0IMMO 0c000€ BHUMaHKE, YTOObI HE
nepenyraTb cuHApoM Jlenau—Yokepa ¢ JpyruMu NPUUMHAMH areHe3UH MO30JIUCTOTO Tejla UK
HEJIOPA3BUTHS YEPBSI MOIKEUKA, YACTO COMYTCTBYIOIIMMHU T€HETHUECKUM CHHAPOMaM.

Cunopom Yokepa—Bapbypea Bxntouaet nucconnedanuio Il Tumna, BpoxkIeHHYIO
ruziporedaiuio, TsxKelble HeBPOJIOTHYECKHUEe paCCTPONCTBA ¢ MEPBbIX JAHEH JKU3HH, TUCIUIA3HIO
ceTyaTKH, MUKPOO(TaIbMHIO U aHOMAJIMU NepeiHel kaMmepsl r1a3a. CoueTaHue aHOMaJIUH ri1as3a
U ruapouedatii MOXKET OIIMOOYHO TPAKTOBAThCA KAK CIEACTBHE MH(EKINH 11013, HO JaHHOE
3a0o0JieBaHNE UMEET CEMENHBIN XapakTep, a pUCK HOBTOPHOIO POXKACHUS OOJBHOTO peOeHKa
cocraisieT 25%. Hannune anomanuu Ilerepca, oTcinoenne ceTyaTky WM CEPIIOBHIHAS CKIIAAKa
CETYATKH MOBBIIIAIOT BEPOSTHOCTh HATHYUHUS CUHAPOMA, KOTOPBIM TakKe MOKET BKIIOYATh
AHOMAJIUM 3aJTHEW YEepPEIHOM SIMKH, HAalTOMUHAIOIE CUHHAPOM Jlennn—Y okepa.

Jlpyeue manvghopmayuu, CBsI3aHHBIE C TUIpOIIe(ATHeH, BKIIOUYAOT dHIIe]aonene, mouTu
CTOJIb e YacToe Kak Manb(opmarus JpHin—Yokepa, a TakKe coueTaHHs
MaJib(hOpMAIIMOHHBIX CHHIPOMOB, HEKOTOPbIE U3 KOTOPBIX UMEIOT XPOMOCOMHOE
MPOMCXOXKICHUE, 2 HEKOTOPBIE TEHETHYECKH IETEPMHUHUPOBAHBI.

Aeenesus mozonucmozo mena 9acTo COUETACTCS C 3aMETHBIM pacCIIMpCHUEM KETYTOUIKOB



Y KpyIHOU royioBoi. Tem He MeHee, MPaKTUYECKH HUYEr0 HEU3BECTHO O THIPOIUHAMUKE ITPH
JaHHOM OTKJIOHCHUU, HMewMHﬁCH OIIBIT CBUACTCIILCTBYCT O TOM, UTO 4aCTO NPOUCXOIUT
cTabunm3anus npouecca, To €CTh IIYHTUPOBAaHUE JOJKHO IPOBOJUTHCS TOJIBKO B CIIyyae
IpOrpeccupoBaHus 3a00JIeBaHuUs y MAIMEHTa C areHe3ueil MO30JIMCTOro Tena.

AreHe3usi IaXMOHOBBIX MPaHyJISALIUNA U BOPCUHOK MAYTHHHON 000JIOUKH BCTPEUAETCS
O4YEHb PEIKO.

Onyxonu, 3a UICKJIIFOYUEHUEM IIPUBOJAIIMX K OOCTPYKLIMK BOAOIIPOBOAA, PEAKO CTAHOBSITCS
OPUYMHON ruaponedanuu y MiIaJeHIeB 0 CPAaBHEHHIO C BHICOKOM YaCTOTOM y MallMEeHTOB
ctapuiero Bo3pacrta. Omyxoau NpuBoAIT K GOpMUPOBAHUIO TUIpOLEehaTHH 32 CYET Pa3IUUHbIX
MEXaHU3MOB, BKIIOHaoImx 6mokany myreit mupkyssimun LICXK 3a cuer quccemuHanuu uim
KOMIIPECCHUU.

BposkaeHHbIe OIMyX0IM MOTYT COYeTaThes ¢ Tuaponedanuei, Xxora Makpouedanus B
TaKHX CIIydasix MOXET ObITh CBsI3aHA HETIOCPECTBEHHO ¢ 00BEMOM OITYXOJIH.

KpannodapruHreoMs! 1 TIIMOMBI 3pUTEIIFHOTO HEPBA OOBIYHO MaHU(ECTUPYIOT TTO3KE.
Panee ommcaHsbl OITyX0JIM BOAONPOBO/A, C TPYAOM Au(QepeHIrpyeMbIe OT IPOCTOTO CTEHO3a
BOZONPOBOAAa. MeHHHreanbHas JeHKEeMUs WIH IIIMOMATO3, a TAK)KE MEHUHT €aJIbHAS
JTUCCEeMHUHALIMS IEPBUYHBIX OMYXOJIEH MO3ra MOXKET MPUBOJIUTH K TUApPOIeaIny 3a CYET
0a3MIIPHOI 0OCTPYKIIMH WK OJIOKAIbI IUCTEPH NMAayTUHHON 0007049KH. HekoTopeie
MYKOTIOJINCAXapHUA03bl, 0COOEHHO CUHAPOM ['ypiiep, 4acTo OBIBAIOT MPUUMHON YMEPEHHOM
ruziporedaiui B COUETAaHUN C YPE3BbIYaiHO BBIPAXKEHHBIM PACIIMPEHUEM MPOCTPAHCTBA
BupxoBa—Po6eHa B cBsI3U ¢ HHQMIbTpaLlel MEHUHI€aIbHBIX 000JI0UeK
MYKOIIOJINCAXapUAAMHU.

Kucmul menuneeanvnvix obonouex n opyaue 3abonesanusi, Ipu KOTOPHIX BO3MOYKHO
yMEHbIIIeHHne 00beMa 00pa3oBaHMs, B OTIIMYUE OT OIyXoJIel BCTpeuaroTcsi HeyacTo. Kuctsl
3aHel YyepernHol sIMKH, napame3eHIedaabHble KUCThI TAyTUHHON 000I0UKH U CyIpacesyIsipHble
KHCThI MOT'YT IPUBOJIMTH K pa3BUTHIO rujpouedanuu. Kpome Toro, cynpacenisipHble KUCTBI
4yacTo OBIBAIOT MPUUMHON crien(UYecKoro SHJOKPUHHOTO CUHIpoMa. Jlpyrue 3aboneBanus,
NPUBOJAIINE K YMEHBIICHNIO0 00beMa, HalpuMep, peTpolepedeuspHas cy0ypaabHast KucTa
WM TeMaToOMa, PeJIKO MPUBOJAT K (POPMHUPOBAHUIO THApOLIeDaTHH.

Kposomeuenus moryT ObITH IPUUUHON PUOOPETEHHON THIpoLiedaTny 3a CYET IBYX
HE3aBHCHUMBIX MEXaHU3MOB. B ocTpoil paze BHYTpHKETyI0UKOBOIO WK CyOapaXHOUAATLHOTO
KPOBOTEUECHHS HAIMYKE TpoMOa B BOAOIPOBOJIE UM OOJIBIION UCTEPHE MIIM MOBHIILICHHE
COIPOTHBIICHUS B PE3YJIbTATE YBEIUUEHUS BA3KOCTH CIMHHOMO3IOBOM KMJIKOCTH 32 CUET
MPUMECH KPOBU MPUBOASAT K paCIIMPEHUIO Keny104koB. [Tocne okoHuanus octpoit ¢dazbl

ruaponedanus MOXeT CTaOMIM3UPOBATHCS WIIH TTOABEPTaThCs perpeccy. Tem He MeHee,



o0pa3oBaHHe CllaeK MEHUHI€aIbHBIX 000JI0UEK B BHIXOJIE U3 UETBEPTOIO XKelly10uka, 0a3albHbIX
HUCTEPHAX CIMHHOMO3TOBOM KUIKOCTH WJIU TPAHYJISPHBINA SMIEHAUMUT BOJIOIPOBOAA MOTYT
OBITh IPUYNHOW COXPAHCHUS WM HAPACTAHMS XPOHUYECKOU THuapoiedanuu, MPUBOIS K
Heo0X0auMOoCTH (POPMUPOBAHUS TOCTOSHHOTO IITYHTA.

OCHOBHBIMU PUYHUHAMH KPOBOTEUEHHS OBIBAIOT IPEKICBPEMEHHBIE POJIBI C
KPOBOMBJIMSIHAEM B JKEITyI0YKH T'OJIOBHOTO MO3Ta, TpaBMa ¢ Cy0apaxHOUIATLHBIM HITH
CyOaypaIbHBIM KPOBOTEUYCHHUEM WJIH KPOBOTCUEHHUE U3 COCYIUCTBIX Mallb(hopMarimii.

B xoae npocneKkTUBHBIX UCCIEN0BAHUN POAEMOHCTPUPOBAHO, YTO IPOrPECCUPYIOLIAs
nocTreMopparuueckas rufporedanus BCTpe4aeTcs pexe, 4eM HeMpOoTrpecCUpyromias Uiu
perpeccupyromas JiiaTanus *KeayA04KOB IOCIE NEPU-UHTPABEHTPUKYIISPHBIX KPOBOU3IUSIHHI
Y HEJJOHOIIEHHBIX HOBOPOKICHHBIX.

[Iporpeccupytomas ruaponedanis pa3BUBaeTcsa B OCHOBHOM mocie kpoBoteueHuit 111 u
IV crenenu. 'maponedanus, pasBuBaromasics nocie kpoBoTeueHus Il ctenenu BoIpa)keHHOCTH,
PEIKO UMEET CTOMKUN XapaKTep U SBJISICTCS] OTHOCUTENBLHO OJIArONPUATHBIM UCXOJIOM IS
HEBPOJOTUYECKOTO Pa3BUTHSI.

Tem He MeHee, MO3HsA TUIpoLedaTis MOXKET pa3BUBATHCS MOCIE CTAOUITU3AlUU U
pa3pelieHus: HoCTreMopparnieckoi ruapouedaii HOBOPOXKIESHHBIX, TOATOMY HEOOXOAUMO
MOCTOSIHHOE Ha0Ir0IeHue. J[0ATOCpOYHBIN MPOrHO3 B OOJIBIIEH CTENIEHU 3aBUCUT OT HAJTUYHS
CBSI3aHHBIX C KPOBOTECYEHUEM MOBPEXKICHUIN MAPEHXUMbBI, YeM HEMOCPEACTBEHHO OT

rusiporedanum.

Nudexuun

baxkmepuanvrvie unghexyuu MOTyT OBITH OHOM U3 OCHOBHBIX MPUYUH PA3BUTHS
ruaporedaniu, Tak Kak aAre3uBHBINA apaxHOUTUT WU TPAHYISIIIUN MOTYT pa3BUBAThCS MOCTE
0aKTEPUOTIOTMUECKOTO JICYSHHS] OCTPOTO MEHHHTUTA WM B TEUEHUE TOJJOCTPOTO WITH
XPOHUYECKOT0 MEHHUHTHUTA, 0COOEHHO TyOepKyJIe3HOTO MEHUHTUTa. B mocieqneM ciaydae
pacHIMpPEeHHE KETYTOUKOB YaCTO SABISECTCS PE3yIbTaTOM aTpoduu rOJIOBHOTO MO3Tra U
MOBBIIIEHHOTO JABJICHUS CIMHHOMO3TOBOM JKHJIKOCTH.

I'unpouedanus MoxkeT ObITh PE3ybTaTOM MEHHUHTHTA BCIIEACTBUE 00pa30BaHUs CBUINA
JIEPMOUTHOM KUCTHI B 3aJJHEN YEPENTHOM SIMKE WJIM CIIMHHOMO3TOBOM KaHaje. Pa3BuBmmiics
aApPaxXHOUIUT TaK)KE MOXKET ObITh KOMIIOHEHTOM COMYTCTBYIOIICH nHDeKInu. [ puOKoBbIe
MH()EKINY BKIIIOYAIOT KPUNTOKOKKO3 M KaHAU03HBIA MEHUHTUT U BCTPEYAIOTCS Y TITyOOKO
HEJIOHOIIEHHBIX JIeTeH WM MAlIMEHTOB C UMMYHOCYTIPECCUEH.

Toxconnaszmo3 ObIBAET 4acTOM MPUIMHON CTEHO3a BOJOMPOBO/IA, BRISIBISIEMOTO OOBITHO

BCKOpE I0cJIe poXxaAeHUs. B penkux ciaydasx nosaHee 000CTpeHne NOBPEkKICHUS CTapoit



OKOJIOBOJIOTIPOBOIHOM KHCTHI MPUBOIMIIO K CTEHO3Y BOJOIPOBO/IA BO B3POCIOM BO3pacTe.

I'po30esuonviil mun Helpoyucmuyepko3a MOXKeT MPUBOAUTH K OOCTPYKIIMH BOJIOTIPOBOAA
WM TIOJIOCTEH TPETHETO U YETBEPTOTO KEITYAOUKOB MIIM Oa3aIbHBIX [IUCTEPH, BBI3BIBAS PA3BUTHE
OCTpoii ruapouedanuu.

Bupycuvie unghexyuu TOIHKO B UCKIIIOUUTENBHBIX CIyYasiX CTAHOBSTCS MPUUHMHON
CTEHO3a BOJOIIPOBOJA. 3apErUCTPUPOBAHBI PEAKHUE CIIydyau CTEHO3a BOAOIIPOBOA M10CIIE
SMUJIEMHUYECKOTO MMAPOTHUTA U CIIy4and OTeKa MO3)KEUKa, CBSI3aHHBIC C BETPSIHKOM, BUPYCOM
Onmreitna—Dbapp, npeHaTaabHbIM TUM(GOIUTAPHBIM XOPUOMEHUHTHUTOM U TPOIHBIM K T-

auMdonuTaM yenoBeka BUpycom-1.

Penkue cryyan ruponedanum BeiaecTBie pa3HbIX NPUYUH

Cpenu peakux ciryyaes rujipouedanuu y MIIaIeHLEeB 0COObI HHTEpEC MPEICTABISAIOT
BEHO3HbIE OTKJIOHEHUSI.

Ob6cmpykyus 6 npedenax 6eH U CuHyco8 I KOMIIPECCHS JaHHBIX CTPYKTYp ObIBacT
IPUYMHON rupouedanuu B pe3yiabTaTe HeA0CTaTKa Pe30pOLMH CIMHHOMO3TOBOM KHUIKOCTH.

Cunraetcs, 4TO MOBBILICHNE 1aBJICHUS KPOBU B CHHYCAX B 3aBUCHUMOCTHU OT
3JIACTUYHOCTH Yeperia MOXKeT ObITh IPUUMHON CUHAPOMA JOOPOKaueCTBEHHOM BHYTpHUEPETHON
THIEPTEH3UHU (MJTH MICEBOOITYXO0IH MO3Ta) MK TUAponedatny.

VY MitafieHIIeB ¢ BBICOKOM 31aCTUYHOCTBIO Yepera pe3yibTaToM OyaeT rujapouedanus, B
TO BpeMs KaK IICEBA0OIYX0JIb Oy/I€T pa3BUBATHCS B CIydae MPaKTUYECKH HEPACTSHKUMOTO
yepena. GakTuyecku, yMEHbIIEHUE 3JTaCTUYHOCTH MO3Tra ObIBA€T JOCTATOYHBIM YCIOBUEM,
BCPOATHO, BOSHUKAIONIUM H3-3a YBCIIMYCHUSA o0BeMa KPOBH B 4EPCIIC C COOTBETCTBYIOIINM
YCUJIICHHUEM COIIPOTUBJICHUS. AHOManbpHOE TTOBBIIIICHIE AaBJICHUA B CHHYCE MOXKET OBITH
pe3yabTaTOM aHATOMHUYECKOTO MPEMSTCTBHS WM BO3ACUCTBUS (QYHKIIMOHANBHBIX (PaKTOPOB,
KOTOpBIE BKJIFOYAIOT CTEHO3 BEHO3HOI'O OTBEPCTHS HA OCHOBAHUHU Yepena, BCTPEYArOIIMICs TPU
aXOHJIPOIUIAa3HH, ONIPEACIICHHBIE TUIIBI KPAHUOCTEHO34, OIYXO0JIH, CAABJINBAIOLINE WIN
MIPOHUKAIOIIKE B CHHYCHI U TPOMOO3 SIPEMHOI BEHBI M BEpXHEH 1010 BEHBI B pe3yJIbTaTe
olrepanuy Win KaTeTepu3auny. Takue ciiydan MOTYT [TOJaBaThCs JICUEHUIO IIyTEM
XUPYPrU4eCKOro pacliupeHysi OTBEPCTHS B OCHOBAHUHU Yepena.

(DYHKHI/IOHa.]'H)HBIe aHOMaJIuH, IPHUBOJAIINE K ITIOBBINICHUIO JTABJICHUA B CHHYCAX, B
OOJIBIIMHCTBE CIIY4aeB CBSI3aHbI C ApTEPHUOBEHO3HBIMH Majb(OpMalusiMU, 0COOEHHO BEHBI
["aneHa, criocoOHOI OKa3bIBaTh BO3ACUCTBHUE 3a CUET HETIOCPEACTBEHHOIO C/IaBICHUS
BOJIONPOBOJA.

B penkux ciaydasx 6osee TMCTaNIbHO PaCIOIOKEHHBIN apTeprOBEHO3HBIN IIYHT,

HarpuMep, 00pa3yroIIrii aHaCTaM03 TIPABOM JIETOUHON apTepUU U BEPXHEH MO0 BEHBI PU



JICYEHUHU BPOXKACHHOIO IOPOKA CEP/LIa, MOKET MPUBECTU K CXOTHOMY MOBBIIICHUIO
BHYTPUUEPEITHOTO BEHO3HOTO JIaBJICHUS.

Iunpouedanusi, BBI3BaHHASI BRICOKUM BEHO3HBIM JABJIICHUEM, B IICJIOM XapPaKTEPU3YETCS
JIETKOW MJIM YMEPEHHOM CTENEHbIO BHIPAXKEHHOCTH, TEM HE MEHEE, B HEKOTOPBIX CIIydasix MOXKET
noTpeboBaThCs MIYHTHPOBaHUE. BEHO3HBIN IIYHT MEXAy BHYTPUUYEPEITHBIM U BHEUEPEITHBIM
KPOBOTOKOM TaK)K€ MOXKET IPUBECTU K KOMIICHCAIIMH THpOIe(ainn, Kak HallpuMep, B ciiydyae
JICYCHUSI aPTEPUOBEHO3HBIX Mab(OpMaInii.

l'unepcexkpeyus cnuHHOM03208011 HCUOKOCHU OTMEUAETCS MPH MaNUUIOME HIIN
KapIMHOME COCYAMCTOTO CIUIeTeHus. B TakoM ciyyae KpoBOTeUEHHUE U3 OIyXOJIH U
MEXaHUYECKOe HapylIeHHe HUPKYISIUN CITMHHOMO3TOBOM KHJIKOCTH 32 CUET 00pa3oBaHuUs
BHYTPH JKEITyIOYKOB TaK:K€ MOXKET UT'PaTh BAXKHYIO POJIb B pa3BUTUU TUaporiedanun. [Ipu 3Tom
JMArHo3 JIeTKo noaTBepxkaaercs ¢ nomoinbio KT unn MPT, a ynanenue onyxoiau MOXET
MPUBECTH K YCTPAHEHUIO THIpoLiedaani, TeM HE MEHEe, 4aCcTO HEOOXOAUMO JOMOIHUTEIBHOE
IIYHTUPOBAHUE.

T'uopoyeghanus neuzsecmuo2o NPOUCX0XHCOeHUss MOKET OBITh BhI3BaHA HE3aMEUCHHBIMU
KPOBOTEUEHHSIMH WU HH(PEKIIUEH HITU MOKET ObITh O3 JHUM MPOSIBICHUEM JTaTEHTHOM

Majb(hopmaIum.

2.6. IlaTorenes

Tabauna 2.3. OcHOBHbIE MeXaHU3MBbI (hopMupoBanus ruapouedanun (Aiikapau XK.,

2013)

Mexanuszm OcHOBHbIE TPUYNHBI

T
oBbimennas npoaykuus LCK [Tanumoma cocyIuCTOrO CIIETEHUS

O6cTpyknus nyteii orroka LHHCK

Brympuoicenydourosas o6cmpykyus”

OtBepctue Monpo Onyxonu (Harpumep, TUraHTCKas

KJIETOYHAS aCTPOIMTOMA)

Tpetuii xemynouek Onyxomnu (Hampumep, KpaHuohapuHreoma,
KOJJIOM/IHAsl KUCTA, CyIpacesuiapHas Kucrta

Ay THHHOM 06OMOUKH )

CunbBueB BOJOOIIPOBOJ Ol'IyXOJ'II/I YCTBCPOXOJIMUS, OITYXOJIH B

00JacTH UIMIIKOBHIHOM kKee3bl, Mallb(popMaluu




(pa3BeTBiieHUs, MEMOpaHBI, TIIN03), HHDEKIHH
(Hampumep, TOKCOIIa3M03, MCHUHTHT,
SMUACMHUYCCKUN TTAPOTHT), HOCTIEMOPPArHUCCKHIA

SIICHAUMUT

YeTBepThIi KeETyI04EK

Onyxounu, peTporepeOeuIIpHbIC KHCTHI,
cunapom Jlenan—Yopkepa, MeMOpaHO3HAS
oGeTpyKimst oTBepeTHs Maxkanau u Jlymku?,

Manbhopmaruu Kuapu [ u I Tuna

Breorcenydourosas obempykyus’®

OO6cTpykius 6a3anbHBIX MyTEH

Cpaienune 6a3ajIbHbIX HUCTEPH
MOCTTEMOPPATHIECKOT0 UITH MOCTUH(PEKIIMOHHOTO
MIPOUCXOXKACHUS, 3T0KAY€CTBEHHBIE OMYXO0JIU
MEHUHT€aJIbHBIX 000JI0YEK, OMYyXOJIH (Hampumep,
KpaHuo(papuHTeoMa, OIyXO0JIH XHa3Mbl),
CyTpacelIsipHbIE KUCThI AyTUHHOMN 0Go0uKH’,

MyKormnonucaxapuo3 (cunapom ['ypruep)

OOCTpyKIHS KOHBEKCUTATBHBIX

nyTein

®ubpo3upoOBaHUE U CpAILICHHE
MIPOCTPAHCTB PE30POIIMH CITMTHHOMO3TOBOM

KHUAKOCTHU

OTtcyTcTBUE OOCTPYKIIUHU, HO
IMOBBIIICHHOC COITPOTUBJIICHUE HUPKYIIAITUN
WJTU pe30pOIMU CTUHHOMO3TOBOM

KUAKOCTU B BCHO3HBIC CUHYCHI

OOcTpyKIUs sIpeMHOM BEHBI MU CUHYCA

Oo0cTpykuus niu
OTCYTCTBHE/Maj10€ KOJIMYeCTBO

NAXHOHOBBIX I'PAHYIALNI

HeoObrunble cyyau, HEM3BECTHO

BeHo3Hasi runepreH3us,
le/IBOI[ﬂIIIaSI K CHUKECHHU IO rpazmeHTa
JaABJCHUA CHI/IHHOMOZ}FOBOﬁ AKUIAKOCTH U

KPOBH B CHHYCaXx

Cnasnienue Ui TpoMO03 CHHYCOB BHYTPH
yepera Wik OTBEPCTUH OCHOBAHUS Yeperna uin

BEPXHEU MOJIOW BEHBI

HeusBecTHbIC WJIN

MHOFO(l)aKTOPHble MEXaHU3MbI

Onyxoiam CHMHHOTO MO3Ta

1
Mexanuzm mouHo Heuzgecmen, Kpoeomedernue makaHce MoalHcent umems 3Ha4ernue.

2 o
Bozmoorcrno OOHO@peMeHHOe cyugecmeosarue 6Hympu9fceﬂy001m060u u




BHEIHCENYOOUKOBOU OOCMPYKYUU.



3
CynpacennapHule KUCMblL U KUCHbL 8bIPE30K MO2YM OIOKUPO8AmMb KaK 6000NPOBO0, MaK

u bazanvHvie UUCmepHbl.

2.7. Knaccupuxkauusa

Iunpouedanus mpeacrapiseT co00i FreTEPOreHHYO TPYIITY COCTOSIHUN, KOTOPBIC
00BEIMHEHBI TOJIBKO PACIIUPEHUEM KOJUIEKTOPOB CITMHHOMO3TOBOM KUAKOCTH. BO3MOKHO
HCIIOIb30BaHUE HECKOJIBKUX cucTeM Kiaccupukaruu (Afikapau XK., 2013, Groat J., 2013).

OpnHa u3 KIaccupUKaIMiA TPeAnoiaraeT pas3ieJieHue Ha «COOOUIArOIIYOCS 1
«OKKJIFO3MOHHYIO» HITH «3aKphITYIO» ruapouedanuto (Aikapau K., 2013, Groat J., 2013; JleBun
O.C. u np., 2011; Rizvi R., 2005). CornacHo qpyroi pacipoCTpaHEHHOH KilacCU(pHUKALUH
BBIJICTISIFOT BPOXKICHHYIO U TproOpeTeHnyto ruaporedanuio (Groat J. et al., 2013).

O6cTpykTHBHAas (HecooOaromascs) ruapouedanis pa3BUBACTCs B pe3yibTare
obctpykuuu myteit orroka LICXK Ha ypoBHe xenmymoukoBoii cuctembl. HeoOcTpykTHBHAS
(coobmarormiasicst) ruporedanus pasBUBaeTCs BCJICACTBUE HapymieHus BcackiBanus [[CXK B
cybapaxHounagbHoM npoctpanctse win runeprpoaykiuu LCXK (Jlesun O.C., 2011; Groat J. et
al., 2013; Yadav Y. etal., 2012).

Taxxe BaKHO pasfeiieHne Tuaporedanii Ha OCTPYIO H XPOHUYECKYIO, TaK KaK
00CTOSITENTLCTBA TIOCTAHOBKH JIMArHO3a, HCXOT ¥ JICYCHHE CYIIECTBEHHO Pa3IMYalOTCs B
3aBHUCHUMOCTH OT JAHHOTO KPUTEPHSI.

Tem He MeHee, ruAporedanns 3TO Pa3BUBAIOIIIEECs COCTOSTHUE, U CKOPOCTh
MIPOTPECCUPOBAHUS MOKET U3MEHATHLCS C TCUCHUEM BpeMeHH. Bo MHOTHX ClTydasx OTMeJaeTcst
OCTPOE HAYAJIO0, CMEHSAEMOE XPOHUICCKIM TEUCHHEM, B TO JK€ BPEMsI XpOHUIECCKAs
ruaporedanis MOKET COITPOBOKAATHCA 000CTPEHUSAMH, TPEOYIOIUMHU 3HAYUTENbHBIX
W3MEHEHUN TaKTUKU JICUCHUSI.

OTtHocuTeIbHO HOBas Kinaccudukarms ruaporedanrnn (McHC — multicategorical

hydrocephalus classification) Bkiarouaer 10 kareropwii (tadm. 2.4) (Oi S., 2011):

Ta6auna 2.4. Knaccupukanus McHC (Oi S., 2010)

I nebroT 3a601€BaHMs BpO’KJCHHAs/IpUOOpeTeHHAS
(mpeHaTaNbHBIN /TOCTHATATILHBIH
MEPUO.)

BO3pacT Ae0roTa ¢eTanpHast, HEOHATAJIbHAS

nH(paHTWIbHAS, TeTCKast, B3pOCiast




II »Tronorus

MepBUYHAas, BTOPUYHAS,

ITarm UauonaTudeckas
CHT III ocHoBHas npUYKHA: JUCTEeHETHYECKas
MOCTreMopparuyeckas
B pE€3yJIbTaTE NEPEHECEHHOTO
MCHUHTHUTA
MOCTTpaBMaTUYECKasi
ONyXOJIU, KUCTHI,
JIpYTUe MPUYUHbI
IV Kimnauka
Pa3mep ronoBsl Makpornedanus, Hopmouedanus,
MuUKpouedanus
Knunnueckue nposiBiieHus beccummnromuas, Hanuame
KJIWHUYECKOH CUMIITOMATHKH,
BbIpa)KEHHAS KIIMHUYECKasi CAMIITOMATHKA
CreneHpb CO3HaHUSA KOMa; COmop;
HNuTemnexryanbHoe crnaboymue; 3a/iepKKa
pa3BuTHe YMCTBEHHOT'O Pa3BUTHS
I'uaponedanbHbIi; MApKUHCOHU3M
Cunapom (J Groat, 2013)
HCXK V Ilarodusuomnorus

Hupkynsanus CK:

Hann4due OKKIIH0O3UH

1.coobmaromasics; 2.
necoob6mraromiasics (Dandy W.E., 1919;
1914; Russell D., 1949; Hakim S. &
Adams, 1965; : Sato O. et al., 1975; Di
Rocco C. et al., 1975; Raimondi A.J.,
1994); 3. HeoOcTpyKTUBHAS; 4.

00CTpyKTHUBHAS

[IpeumyiecrBeHHOE

ckoruienue [HCXK

1. HapyxHas1; 2. BHYTpeHHss; 3.
MHTEPCTULIMANIbHAS, 4. IOKATM30BaHHAs;
5. TpaHCANEHUMAJIbHAS

MHTpanapeHxuMaTo3Has («minor




pathway») (O1, S., 1991; 1996, 1998;
2000; 2004; 2006; 2010)

HCX B n30aupoBaHHBIX

oTAaciIax

1. yHunarepanpHasi;

2. n3onupoBaHHo B [V xkemynouke;

3. M30IMpOBaHHAS TUIATAIUS
[EHTPAJIHLHOTO KaHaJa,

4. ruapouedanus B ABYyX
KOMIIaPTMEHTaX;

S.IUCIPONIOPUHUOHAIIBHOE
yBenudeHue [V xenynouka,;

6. rugpoMueTuecKas
ruapornedanus;

7. npyrue

VI Yposens BU/]

HOPMOTCH3MBHAs

TUIICPTCH3UBHAA

VII Teuenue

1. octpas; 2. xpoHuueckas; 3.
CTaOMJIM3UPOBABIIASCS:

a. mporpeccupyouas;

0. CIOHTaHHasi OCTaHOBKA

mnmponecca

Jleuen

nuc

VIII myHnTHpOBaHME
IX sHmockonmnueckas
BEHTPUKYJIOCTOMMUS

X npyrue

O,Z[HaKO KJ'IaCCI/I(I)I/IKaI_II/IH McHC manousBectHa U PEAKO UCIIOJIB3YCTCH, XOTA

obOecreunBaeT HauboJIee TOYHOE ONMKMCAHNE KIMHUYCCKOTO CiIy4dad y nanucHTa 1o Mepe

nporpeccupoBanus 3aboneBanus (Groat J. et al., 2013).

MywmenTanep M. mpeanaraeT ciieayronryro kiaccudukanuro (tadm. 2.5):

Ta6auna 2.5. Buns! runponedaniu (Mymenranep M., 2009)




Bune ruaponedanuu

XapakTepucruka

Buyrpennsisi ruipouedanus

PacmnpeHH TOJIBKO XCIYyAO0YKH

00CTpyKTUBHAS (OKKJITFO3HOHHAS )

ruaponedanus

BrizBana napymenuem orroka [{CXK u3

KEITyI0YKOB (HarpuMep, Mpu CTEHO3e

BOJIOTIPOBO/IA)

cooOmiaromascs ruaponedanus

Otrok LICXK u3 1V xkenynouka

COXpPaHECH

ape3opOTuBHas ruAponedans

PasHoBuIHOCTE cooOaromencs

ruzponedanuy, BbI3BaHHAS HApyILICHHEM

pe3op6uuu LICXK (Hampumep, npu cpaiieHuu

UCTEPH WIN HApYIICHUH DYHKIIUU

aXUOHOBBIX TPAHYIISILIHIM)

Hapy:xnas ruapouedaius

Pacmmpenue cybapaxHOUIaIbHOTO
POCTPAHCTBA (HAJl TOBEPXHOCTHIO KOPBI

00JIBIINX MOJTYyIIapUi)

Hapy:xHast u BHyTpeHHsISt

ruapouedanus

CoueTtanue npu3HAKOB 000X

ruaporedanus

I'unpouedanus ex vacuo

Pacmmpenue KopkoBbIX 60po3a U
MO3IOBBIX JKEITYJA0UYKOB (Hapy>KHasi U
BHYTPEHHSs TUpoliedaus) BCIeACTBHE

aTpoduu mo3ra.

2.8. Kiimauka

OCHOBHBIM U HanboJjee Y6CI[I/IT6J'ILHLIM CHUMIITOMOM mnpoue(bannn CIIY’KUT aHOMAJIbHO

ObIcTpoe yBenuueHrne oobema uepena. [Ipu OpicTpo mporpeccupyronmx ciaydasx MOTyT

OTMEUaThCsl PBOTA, PA3IPAKUTEILHOCTD, AaHOPEKCHSI U COHITMBOCTD (Afikapau XK., 2013).

HMHorma otMedaercs 3aACPIKKaA Pa3sBUTUA, YTO MOKECT OBITh NEPBbBIM ITOBOAOM IJISA

TPEBOI'U B CJlIy4ac, €CJIn MaKpOI_Ie(I)aJ'II/I}I BbIpa’XCHAa YMCPCHHO U HC MTPHUBJICK]IAa BHUMAaHUSA

poxacteenHukoB (Aiikapmu XK., 2013).

O0mbem uepena onpeaenseTcs MyTeM U3MEPEHUs 3aThIJIOYHO-IOOHOM OKPY>KHOCTH

T'OJIOBBI (CM. HpI/IJ'IO)KeHI/IC). I/IHTCpHpCTaI_II/ISI pocCTa roJIoOBbl MOXKCET OBITh 3aTPYAHUTCIIbHA Y

HEOHOIIIEHHBIX AeTeH, TaK Kak PasMEp KCIIYAOUKOB MOKECT YBCININBATHCA oe3

COOTBCTCTBYIOIICTO YBCIUYCHUS I'OJIOBEI. B Takux Clrydasax HCHGCOOGP@BHO CpaBHCHUC C




JAHHBIMH YJIBTPa3BYKOBOTO H3MEpPEHHS 00beMa xenymoukoB (Atikapan XK., 2013).

Makporedanusi 0ObIYHO UMEET CUMMETPHYHBIN XapakTep. Pa3zBuTue TUIEBBIX KOCTEH
OTJIIMYACTCS OT HOPMAJIBHOTO M MPOSBIsETCs (POPMOI TOJIOBBI B BHJIE TIEPEBEPHYTOTO
TpeyrojibHuKa. [lepeaHuii poIHUYOK B MOJTOXKEHUH CUJIST OOBIYHO OOJIBIION U HANPSKEHHBIN WIH
3aIroJIHEeHHBIN. BO3MOXHO onpezenseMoe Mpy Majablaluy paclIMpeHue MIBOB CBOJIA Yepena.
Koska geperna MOXeT BBITIISIETh aHOMAJIBHO TOHKOW C pacCIIMPEHHBIMU BEHAMHU, 0COOEHHO KOTaa
peOEHOK TUTayeT.

Baxubl U151 TUarHOCTUKYU TPOSIBJICHUS CO CTOPOHBI I1a3. DEHOMEH «3aXO/ISIIEero
COJIHIIa» MIPEJICTaBIsIET COOOM HUCXOIIEe COIPYKECTBEHHOE OTKIIOHEHHE B30pa TAKUM
00pa3oMm, YTO pajly’KKa CTAHOBUTCS] YACTUYHO MOKPHITA HUKHUM BEKOM, B TO BPEMS KaK MEXY
BEPXHUM BEKOM U PayKKOH BUAECH yU4aCTOK CKJIEphl. DTO CIIEJCTBUE PETPAKIIMN BEPXHETO BEKA.

MexaHu3M BOSHUKHOBEHHS (JEHOMEHA «3aXO/SIIEro COJIHIIA» CBSA3aH CO CIABJICHHEM
MOKPBIIIKK CPEAHET0 MO3ra, HecnienududeH Ui ruapolnedanun u HabaroaaeTcs Takke y AeTen
¢ cyOypanbHOM remaToMoil. bosiee Toro, peTpakius BEpXHETO BeKa U3pPEIKa OTMEIACTCS y
3/10pOBBIX MJIQ/ICHIIEB B IOKOE U Y HOBOPOKIEHHBIX MOXKET BOSHUKHYTh IIPU HEOXKUJJTAHHOM
nepexo/ie U3 BEPTUKAIBHOTO MOJ0KEHUS B TOPU30HTAIBHOE WIH MIPU YIAJICHUH SIPKOTO
MCTOYHUKA CBETA, KOTOPBII paHee pacnojaraics nepes riaia3amMu.

ATpodust 3pUTENHFHOT0 HEPBA BCTPEUALSTCS B AAJIEKO 3alIeIIINX CIydasx, a OTEK COCOYKa
3pUTENBHOIO HEPBA OTMEUAETCS PEIKO, 3a UCKIIIOUEHUEM CITy4yaeB CTPEMUTEIBLHOTO Pa3BUTHUS
ruapotedaniu, Kak Mpy NanuioMe COCYIUCTOrO CIUIETEHUS.

[Mpunanku Tunugs! A1 ruapouedaniui. OHU MOTYT OBITH CBSI3aHBI C
HENOCPEICTBEHHBIM BIMSHUEM THIpoliedanuu, ¢ HIlIeMHel roJJOBHOIO MO3Ta B pe3yJibTaTe
MOBBILICHUS] BHYTPUUEPETTHOTO AABJIEHUS, C COYETAHHBIMU MaJIb(OpMallUsIMU TOJIOBHOIO MO3Ta
WM TaKUMH OCIIOKHEHUSIMU KaK HMH(EKIHH.

NHTepeceH cUMIITOM «KadaroUIecsl TOJOBbI KYKJIbD) U3-3a paCIIUPEHUS TPETHETO
JKETyI0UKa WK CYITPaceUIIPHON KUCTHI, IPEICTABIIAIONINI cO00i KoyieOaTeIbHbIE IBHKCHUS

roJIoBbI € 4acToTol 2—3 I'11, 00BIYHO B COYETAHUU C 3aAEPKKOM pa3BUTHS.

2.9. IlmarHocTuka

COBpeMeHHBIe MCTO/Ibl BU3YyaIU3allui KOPCHHBIM o6pa30M U3MCHHIIN TOAXOJbI
HCBPOJIOTHUU U HeﬁPOXprpF nu, a MCTOJbI TUAI'HOCTUKH I’I/II[pOI_Ie(I)aJII/II/I MMpETCPICIIN
CYIICCTBCHHBIC U3MCHCHUA. yJ'ILTpaSBy'KOBOG HCCIICAOBAHNC YCPC3 HCpC,Z[HI/Iﬁ POOAHUYIOK
SABJIACTCA IIPOCTBIM U 0e301macHbBIM MCTOAOM NUArHOCTUKH IIPH OTKPBITOM POJHUYKE. HaHHBIfI

METO/1 OCOOCHHO MOAXOIUT B CIIydae MOBTOPHBIX UCCIEAOBAHUH C IEJIbI0 HAOIIOICHHS.



VY apTpa3ByKOBOE UCCIEAOBAHUE JIYUILIE COUYETATh C IPYTUMU METOAAMH BU3YyaIU3aLU
(KT wmu MPT) i nanbHenIero HaOroASHHsI TOCIIe 3aKPBITHS POJTHUYKA W ONIPEICIICHUS
MPUYHHBI PACIIUPEHUS KEITYJOUKOB.

D3I MOXeT ObITh HOPMAJIBHOW WJIH 3aMEJIJICHHOM, a ITPU BEICOKOM BHYTPUUYEPEITHOM
JIaBJICHUY HE3aBUCUMO OT IIPUYMHBI BO3MOKHBI KOMIUJIEKCHI IIEPEIHUX AEJIbTa-BOJIH.

Bri3BaHHbIE ClTyXOBbIE TOTEHIIMAIBI YACTO UMEIOT aHOMAJIbHBIN XapaKTep, uTo,

BEPOSATHO, YKa3bIBA€T Ha OCOOYIO UYBCTBUTEILHOCTh IAaHHOW YacTH MO3ra K noBbiieHnio BU/I.

2.10. InddepeHuuanbHbIi JUATHO3

VY MIIafeHIIeB U MAJICHBKUX JIETEH CII0)KHOCTh OOBIYHO 3aKIIFOYASTCS B HATMIHH OOJIBITION
TOJIOBBI WJIM €€ YBETUYCHUHU MIPH OTCYTCTBUU KaKHX-IHOO IPYTHMX CUMITOMOB.

[Tpuunnbl Makpornedanuu, 3a UCKIIOYECHHEM THApolie(aTuu 1 OKOJIOMO3TOBOTO
CKOIUICHHUS XKHUJIKOCTH, TIPEACTABICHBI B TA0JIUIIE 2.6 M JIETKO TUATHOCTHPYIOTCS IPU
HEWPOBU3YyaIU3al1H.

OK0/10M03roBO€ CKOMJIeHHE KHIKOCTH MIPEICTaBIAET cO00i Hanboee
pacrnpoCTpaHEHHYIO IPUYHUHY OOJIBIIIOTO pa3Mepa roJIoBbl y MIIAJICHIIEB U JeTeil. B cBs3u ¢
HMIMPOKHUM PACIPOCTPAHEHUEM METOJI0B HEHPOBU3yaIH3alMK JAHHOE 3a00JI€BaHNE PACTIO3HACTCS
KaK MPY HATUYUU CUMIITOMOB, TaK U B OECCUMIITOMHBIX CITy4dasx U MOXKET OBITh pa3/iesieHo Ha
JIBE TPYMIIBI: CHMIITOMAaTUYECKHUE CIIy4Yau B COUETAHNUHU C Pa3pyLIEHUEM T'OJIOBHOTO MO3ra MU
TeHEeTUYECKUMU CUHAPOMAaMHU, U KPUNITOTCHHBIE CITydan, KOTOpPble 0003HAYAIOTCS KaK
I0OpOKaYeCTBEHHBIE CYyOTypalbHbIE CKOTUICHHS, JOOpOKaueCTBEHHAsI HApYyKHas ruponedanus
1 J0OpOKaYeCTBEHHBIE dKCTpariepeOpaibHbIe U AKCTPAAKCHAIbHBIE CKOTIIICHUS. BONBITMHCTBO
0eCCUMIITOMHBIX CITy4aeB MOTYT CUYUTAThCSI BApUAHTAMH HOPMAJLHOTO PAa3BUTHUS, IPEICTABISL
co00ii mpocToe yBennueHrne cydapaxHOUIaTbHOTO TPOCTPAHCTBA.

DaKTUYECKH, 3aTPYAHEHNS BOZHUKAIOT TOJIBKO B TpEX Ciiydasx. Bo-mepBeix, B ciiydae
aTpo(uu TOJTOBHOTO MO3Ta, XOTS B TAKUX CIIyYasiX OJDKHA OBITh MUKpOIIe(atus, 9To HE BCEraa
COOTBETCTBYET ACHCTBUTEIHLHOCTH, U OKPY>KHOCTH TOJIOBBI MOKET OBITHh HOPMAJILHOM WITH
HEMHOT'0 YBEJIMYEHHON. BO MHOTHX cilydyasix HEBO3MOKHO OIPEIEIIUTh CBA3b C
MpeamecTByOMmUM nosbiienrneM BU/L. Pe3ynbraTel HEHPOBU3yATU3aUHN CBUETEIBCTBYIOT O
TOM, YTO PACTSDKEHHE JKEITyI0YKOB MTpeolIagaeT B IEPETHUX POrax, B TO BpeMs Kak MpH
UCTUHHOU TUponedatny, Kak MUHIMYM B Hadase 3a001eBaHusl, paclIupeHUe MPAKTUIECKU
Bcerzia 6osee 3aMeTHO B BUCOUHBIX U 3aTHUTOYHBIX POTax.

BTopsiM 00CTOSITEIECTBOM, BBI3BIBAIOIITUM CEPHE3HBIE JUATHOCTUYECKHUE TPYTHOCTH,

CIIy’)KUT BHYTPUYEPEIHOE KPOBOTEUEHUE Y MIIA/ICHIIEB U COCTOSIHUAE TI0CJIE OCTPOTO



OakTepuaIbHOTO MEHUHTHTA y MJIaJIeHLeB U AeTel. s auddepeHunpoBKH BPEMEHHOTO
pacIIMpeHusl )KeTYA0YKOB U MPOTPECCUPYIONIEH THAPoIe(haTuu MOKET MOTPEOOBATHCS
MMOBTOPHOE YJIbTpa3ByKoBoe uccienoanue uim KT.

3HaYMMOE PACHIMPEHHE JKETYT0UKOB MOXKET OTMEUAThCS Y HEJJOHOIIEHHBIX JETEH C
00CTpYKTUBHOM TUapoLedanrel 1O BBISIBICHHS YBEIHUEHHON OKPY>KHOCTH T'OJIOBBI.

TpeTrsto TMarHOCTHYECKYIO TPYAHOCTH MPEACTaBIsIeT AU PEpeHINPOBKA
CTaOUITM3MPOBAHHON M MEICHHO TPOTPECCUPYIONIeH ruaponedanuu. s penenus JaHHOMi
po0JIeMbl MOTYT OHAJ00UTHCSI MHOTOKPATHBIE OCMOTPBI, IOBTOPHASI HEHPOBU3yaIH3alus U B
HEKOTOpbIX cirydyasx MoHuTopudr BU/I. Onnako y mianeniieB BU/[ Moxer octaBaThes
OTHOCUTEIIbHO HOPMAJILHBIM JIAXKE B CIy4yae MPOrpecCUpyoIe ruapoiedaniuu B CBSI3U C
BBICOKOH 3JIACTUYHOCTBIO TOJIOBHOTO MO3Ta U HE3apalleHUEM IIBOB uepena. Takum odpazom,
MHOTHE Cllydau Tujipoledarni 3TOro Bo3pacra SBISIIOTCS «ruapouedanueil ¢ HopMaaIbHbIM
naBieHuem». HecMoTps Ha To, UTO y JieTeii ObLIN 3apEeTUCTPUPOBAHBI CIIy4au, CXOAHBIE C
MIPOSIBJICHUSIMU Y B3POCIIBIX, MPEJCTABICHUS, KACAIOIIMECS B3POCIIBIX C HAPYIICHUEM KOHTPOJIS
C(OUHKTEPOB, HAPYILICHUEM CIIOCOOHOCTH B MEPEIBUKEHUIO M MIPOTPECCUPYIONIEH JTeMEHITUEH,

HC IIPUMCHUMEBI K OCTAM.

Ta6auna 2.6. [Tpuunns! Makpouedanuu uHbIe, YeM npu ruaponedanun (Aiikapam XK.,

2013)

BHeqepennoro MPOUCXOKACHUS UJIH B CBA3H ¢ HAJINIHEM qy)KGpOIlHOﬁ TKaHN

[epuniepeOpanbHblii BBINOT MOCTTPABMATUUECKOTO WM HEM3BECTHOTO NMPOUCX0XKICHUS
(oOpokavyecTBEHHBII CyOIypabHBIN BBINOT, HApyXHast THApoLedans)

BpoxnenHast anHomaisi BHyTpH- 1 BHEMO3TOBBIX BEH (aHEBpU3Ma BeHBI | aneHa; npyrue
AQHOMAJIMM BEHO3HOIO JJpEeHa)a)

AXOHJpoIUIa3us U Ipyrue JUCIUIa3uM CKelleTa: ocTeornerposuc, 6onesnp [laiina,
TaHATO(POPHUECKUI HAHU3M

HedexTHbii octeorenes (ocooenno I1 Tum)

Omnyxonu BpOXKIEHHBIE U TPUOOPETEHHBIE

BHyTpHuuepenHbie KUCTHI, 0COOCHHO TUTaHTCKUE apaxHOUIAbHBIC KUCTHI Y
HOBOPOXKICHHBIX

1
AreHe3nss MO30JIMCTOrO Teja

B cBs3M ¢ yBeIMueHHeM 00beMa roJI0BHOIO M0O3ra M 000/104eK




Mezansnyegpanus anamomuyecko2o npouUcxoHcoeHus

Onyxomnu (nu¢¢dy3HbIE ACTPOLIUTOMBI WIIM TIIHOMATO3)

dakoMaTo3bl:

— Helpodubpomaros Tun 1

— Ty6epO3HBIii CKIIepo3

— cunapom IIpores

— cuaapomsl Kimunmens, Ctepmxa—Bebepa, bannasa—Paitnn—PyBanbpkaba

— cunjpom Koyznena

— CHUHJPOM MakpolehaInr-MpaMOPHO KOKHI

JlucMopuieckne CHHIPOMBI:

— nepeOpayibHBIN TUTaHTH3M (cuHApOM CoToca)

— bekButa—Bunemanna cuHapOM

— MakpoIiedanus U pacuimpeHHble npocrpancTsa Bupxosa—PoOuHa

— Makporepanus-yMCTBCHHAS] OTCTAIOCTh-HU3KUH POCT

[lepBuunas meramsHuedanus (00bIYHO HeCeMelHas!, CBA3aHHAs C MATOJIOTHEN CTPYKTYPHI
MO3ra, BKIK0Yas FeMAMeranHIepanmo-)

BapI/IaHTBI HOPMBI (‘IaCTO CeMEHHBIEC 1 HE CBSI3aHHBLIC C aHOMAJIMSIMU I'OJIOBHOTO M03Fa)

Memabonuueckasn mezanduyedanus

Jlelikoguctpodus (KanaBana BanH-borapra n 6one3nb Anekcanzepa,
MeraisHIedannieckas JeHKoAUCTpopus ¢ KUCTaMHU)

GM2 ranrnmmno3unos (oonesns Tes—Cakca, Canarodda)

Myxkononumaxapuaos

Oprannyeckas anuaypusi, ocoOeHHO riryTapoBas auuaypus tun I u Il, 2-okcurnyraposas

aluaypust

Maxkpoueda/nsi HEU3BECTHOIO NMPOUCXOKACHUSA

AYTH3M M PACCTPOMCTBA A3LIKOBOI0 PA3BUTHS

i
00bIYHO KAACCUDUYUPYEMCsL KaK SUOpoye@anus, 4acmo Henpocpeccupyoudst

2 .
Maxpoyeghanus nexapakmepHa, 6 omaudue om Hetipogpubpomamo3sa I muna

3 . .
eemMume2anIHyedanus yacmo s611emcs pe3yibmamom AHOMAIUL pa3eumus HepeHoll

cucmemvl, 4em MaKpoueqbanuﬂ

2.11. Tepanus




MeaukaMeHTO3HOE JJeUeHue

D¢ dexTuBHOrO MpeEnapara JUIst JeUeHus ruapouedalny He CYIIeCTBYET.

Anerazomamun ([Juakap06) (mo 100 mr/kr/cyT) u pypoceMu MOTYT CHU3UTH MPOIAYKITUIO
LICX y uenoBeka npubauzurenbHo Ha 30%. M3ocopOup Takke yBEIMYMBAET OCMOTHUYECKYIO
pe3op6muto LICK. JlanHble npenapaThl IPUMEHSIIOTCS, B OCHOBHOM, B BUJIE BPEMEHHBIX MED,
O0COOCHHO B CJIyYasix, KOTJa PEIICHHE O XUPYPTUISCKOM JICUCHUN HE TIPUHATO U MOXKET OBITh
OTJIOKEHO.

Iloxka3anus k JieyeHUu10. MeTuKaMeHTO3HOE JieUeHUe IPUMEHSIETCS PEKo, 3a
UCKJTIOYEHHEM CIIy4aeB MEAJICHHO Mporpeccupyomeit ruapouedaiiy U cuenupuaeckux
CIIy4aeB IMOCTreMOopparuueckoit ruaponedannu y Hegonomennpix aereit (Whitelaw A. et al.,

2001; Groat J., 2013).

Xupypruyeckoe je4eHue

LerecooOpa3HO OTIOKHUTH ONEPALIMIO y AETEH cTapiie 3-X JIeT B ciy4yae CTaOMIbHOM
rugporedanuy, Korjna HHTEIICKTYaIbHOE Pa3BUTHE HE OTIUYACTCS OT HOPMBI U IIPOTEKAET
cTabunpHO. Y JeTel MIIaaIIero Bo3pacTa OTMEUaeTCsl TeHICHIUS K ITYHTUPOBAHUIO B CBSI3U C
OMACHOCTHIO HapPYILIEHUs HOPMAIBHOTO Pa3BUTHS O] BO3ACHCTBHEM MTEPCUCTUPYIOLIEH
ruapouedanuu.

Jleuenne runpornedaniu y qeTei, mepeHecnx BHYTPHIKETYJOYKOBOE KPOBOH3IUSHUE,
HpPEJCTABIISIET CIOXKHYIO MpobsieMy. XUpyprudecKoe JIeUeHUe Y TAKUX MaJleHbKUX JeTeil
PHCKOBaHHO.

JIy1st MiTaZieHIIeB ¢ Mporpeccupyrolen ruapouedanueii (o pesyabraTaM exXeHEASIbHOTO
yIbTPa3ByKOBOT'O MCCIIEI0BAaHUS U/WIIH MIPH YBEIUUEHUU TOJIOBBI O0siee 2 CM B HEJIEIIO)
COYeTaHHOE MPUMEHEHHUE alera3zoiamMuia 1 GpypoceMusia mpeacTaBiaseTcs JTyqIIiM BApHaHTOM
neuenus (Aiikapau XK., 2013).

B nociennee Bpemst 3HAYUTEIBHOE YIIYUIICHHE XUPYPTHUIECKAX METOTUK M OCO3HAHHE
TOTO, YTO IIYHT CIYXXHT UCTOYHHUKOM MHOYKECTBA 3a4aCTYIO TSDKEJBIX OCTIOKHEHNH, CIIOCOOHBIX
pa3BUBATHCA CIYCTS TOJIBI MTOCTIE ONEpaIuy, PUBEIIO K pacpOCTPaHEHUIO METOJIOB
BHYTPEHHET0 OTBE/ICHUS JKUAKOCTH, B YACTHOCTH, BEHTPUKYJIOIIMCTEPHOCTOMHUS, KOTOPas B
HACTOSIIEe BPEMS paCCMaTPHUBAETCS KaK OMEpaIis BHIOOPa BO BCEX BO3ZMOXKHBIX CITyJasX.

Benrpukysouucrepuocromus. Jlrodas popma ruaporedaninu, uMeromas
UCKJTIOUUTENIEHO OOCTPYKTHBHOE ITPOUCXOKCHHE, C OJTHUM HIIH HECKOJIBKUMHU y4acTKaMHU
OOCTPYKIIMH, PACHIOTIOKEHHBIMU MEXY TPETHHM KeTyJOUKOM U OKOJIOMOCTOBBIMH
[UCTEPHAMH, JICYUTCS SHAOCKOMMYECKONH BEHTPHKYIIOCTOMHUEH TPETHEro JKETyA0uKa.

YacToTra ycnemHoi BEeHTPUKYJIOCTOMHH T10 JIUTEPATYPHBIM JaHHBIM BapbUPYET B



[IMPOKOM JHama3oHe, cocTapisis B cpeanem 68% (Cinalli, 2004).

OcnoxHeHUs] BEHTPUKYJIOCTOMHUH BKIIIOUAIOT HHTPAOTIEPAIIMOHHBIE OCIOKHEHHUSI, TAKUE
Kak OpaauKap/ s, aCUCTOJMS U KPOBOTEUCHHUE, a TAK)KE OBPEKICHHUE CBO/IA, KOTOPOE OOBITHO
MMEET MUHUMAJIbHBIE TIOCIIECTBUSA.

HlynTupoBanue. l{ens nanHoi metoauku — Hamnpasiienne Toka [L{CXK, koTopas He
MOJKET JIOCTHYb MECTa pe30pOInH, K APYroMy MECTy OTTOKA. ITO 0OecIeunBaeTCs
OJIHOHAIPABJIEHHON CUCTEMOM KJIAIaHOB C OIPEACIICHHBIM YPOBHEM JIABJICHUS OTKPBITHS MEXKIY
KaTeTepoM, pacloJIO)KEHHOM B CUCTEME JKETTyJOUKOB (MJIM JPYTUM MIPOCTPAHCTBOM CKOTLICHUS
KUAKOCTH), U TUCTAILHBIM KaTeTepOM, KOTOPBIN 00ecreunBaeT OTTOK Yepe3 KianaH K MecTy
JPEHUPOBAHMUSI.

B Tab1. 2.7 npuBeieHBl OCHOBHBIC OCIIOKHEHUS TYHTUpOoBaHus. Hanbosee gacTeie
OCIIO’)KHEHUS: WH(EKIINS, HECOCTOSITENIbHOCTD IITYHTA U COYETAHHBIE COCTOSHUSA, TAKUE KaK

0JIOMKa U cMelienne karerepa (Aiikapau XK., 2013).

Tab6aununa 2.7. OCHOBHBIE OCII0)KHEHUS UTYHTUPOBAHUS HKETYI0UKOB

Nudexums:

— cenrtueMus (TOJBKO B CIIy4ae BEHTPUKYJIOATPHUAIBHOTO IIYHTA);

— MEHUHTHUT;

— MePUTOHMUT;

— UIYHTOBBIA HE(PHUT (TOIBKO B Cllydyae BEHTPUKYIOATPHAIBLHOTO IIIYHTA);

— paHeBas MH(peKIus.

IIepBuuHOE CMeElICHUE:
— BHYTPUYEPEIIHOE;
— BHYTPUOPIOIIHOE;
— BHYTPHUCOCYJIUCTOE;

— MYHKLIMOHHAs MOp3HIedanus.

OOCTpyKIUS U HEOCTATOYHOCTh IPEHAXa:

— MpOKCUMaJIbHasi OOCTPYKLHS COCYAUCTHIM CILIETEHHEM, TKaHSIMH F'OJIOBHOI'O MO3ra,
MEHHUHT€aJIbHBIMU 000JI0UKaMH, STIEHANMOMN, MaTOJIOrMUYECKUMHU TKaHSIMHU WM HHOPOJHBIMU
BKJIIOYECHUSIMU;

— JAMCTalIbHAs 00CTPYKLMS a0JJOMUHAIEHOTO MJIM aTpHAJIbHOTO KaTeTepa, (hopMupoBaHue

WHTpaabJOMUHAIIBHBIX KUCT, acuT u3 [{CXK.




[Tonomka karerepa WM COCIUHSIOMMX IeTAICH

CwmelieHue kaTeTepa:
— B I10JIBIE OPraHbl (KULIKY, )KEITYJA0K, MOYEBOM Iy3bIPh);
— B IIaXOBBIN KaHAJ ¢ THAPOIIENIe; 0OBUTHE BOKPYT KHUILKU C (OPMUPOBAHUEM

OOCTPYKIIMH KHILIKH.

I/I3OJ'II/IpOBaHHBIe JKCIIY0YKH, B 0COOEHHOCTH YIIEMIICHUEC v KEIIyao4yKa ¢ BTOpUYHBIM

creHo3oM CuiibBHEBa BOJOIIpOBOAA.

N30bITOYHOE ApEeHUpOBaHUE:

— BHYTpHYEpEIHAs TUIIOTCH3HS,

— OIIyILIEHHE IIYHTA;

— TOCTIIYHTOBOE OKOJIOMO3TOBOE CKOIIJICHUE KUIKOCTH;
— CUHAPOM CJIMITIaHUA KCITYJOUYKOB,

— TOCTIIYHTOBOW KPAaHUOCTEHO3;

— CTCHO3 CIIMHHOMO3I'OBOI'O KaHaJjia.

Onunerncus (Bourgeois M. et al., 1999; Groat J., 2013)

Ipuioxenue

OMmnupudeckrue GopMyIbl JUTsl pacyeTa OKpYKHOCTH TOJIOBBI Y IeTel epBoro roja

xu3uu (FOpweB B.B. u ap., 2007):

B 6 mec. — 43 cm
Ha xaorcowlil mecsiy 0o 6 mec. eviuumarom no 1,5 cm

Ha kaoicowiii mecay ceviue 6 npubasnarom no 0,5 cm

OMnupudeckue GopMyIbl s pacdeTa OKPYKHOCTHU TOJIOBHI y AeTel cTapuie 1 roga

(FOpwer B.B. u ap., 2007):

B 5 nem — 50 cm
Ha xaorcowviil 200a 0o 5 rem evituumarom no 1 cm

Ha kaoicowiii 200 ceviue 5 nem npubasnsiom no 0,6 cm
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