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HacaedcmeeHHOo — 2eHemuueckue
CUHOPOMDBI U 3a00.1e8aAHUNA,
CONPOBOHCOAIUWULCA CKOAUOMUUECCKOU
Jdeghopmauueii n0360HOUHUKA

Buvimnoanua: Tapacos P.A.




BBenenue.

Heitpopubpomaro3s I Turta.

Cunzapom Mapdana.

Cunzapom daepca-/lanioca.

Amvuotpodus (bose3np Ppuapeiixa).
Cnonaninosnudu3apHas JUCILIa3Usa BPOKIAEHHAA.
OcTeoreHe3 HECOBEPIIIEHHBIU.

Cunzpom Knunnesnsa-®Oeuns.

CunapoMm Apxo-JleBuHa.

BrIBO/I.



BBenenue

Ckosmmorudeckas gedopmanisa I03BOHOUYHHUKA Y JeTel Ha (pOHe HacjieICTBEHHBIX
CHH/IPOMOB 1 3a00JIEBAaHUU BCTPeYaeTCsI IOBOJILHO peako. Ho eciin Takoe
CJIy4aeTcs, TO 3TO, KaK IIPaBUJIO, OUEHb TsI3KeJIble MalleHThI, TPeOyIoIe
OT/JEJILHOTO IIOIX0/Ia U BHUMAaHUS.

3avacTylo MarueHThI IIOCTYIaT HeJ000cIe0BaHHBIMI, U Pa3HOOOpa3HbIE
[IaTOJIOTUYECKHE U3MEHEHU U IOPOKH PAa3BUTHS OPTAaHOB M CUCTEM BBISABJISAIOTCS
Ha ATalle mpeaoleparinoHHoro oociaemoBanus. [Ipu maserinem mog03peHnuy Ha
reHeTUYEeCKYI0 IaTOJIOTHIO ITAaIfUEeHT HAalPaBJIsAETCS Ha KOHCYJIbTAIINIO K TEHETHUKY.
['eHETUK CTaBUT INATHO3, 1 B COOTBETCTBUM C JUATHO30M reHETUKA, YIUThIBAS
KaKHe IIaTOJIOTHYEeCKUe N3MEeHEeHUs BKJIIoYaeT B ce0s ToO MM NHOoe 3a00JIieBaHue,
CcOoCTaBJIgeTCA IUIaH JOMOJIHUTEIBHOIO 00CaeJOBaHUA. DTO JeIaeTCs AJIA TOTO,
yTOOBI HE IMMPOITYCTUTh T€ M3MEHEHUsI BHYyTPEHHUX OPTraHOB, KOTOPBIE He JOCTYITHbI
IIPU CTAaHAAPTHBIX MeTOoIax o0cIeloBaHusl, 1 KOTOPble MOTYT ITIOBJIUATDH Ha UCXOJ
OIIEpATUBHOMN KOPPEKIINU II03BOHOUYHUKA.

[lespio TOKJIa/Ia ABJIAETCA O3HAKOMJIEHUE C CYIIECTBYIOIIUMH HACJIE/ICTBEHHBIMU
CUHZIpOMaMU U 3a001eBaHUSIMU, COTPOBOKAAIOIINMHUCS CKOJTUOTUYECKOMN
nedopmane M03BOHOUYHNKA, YTO JIOJIXKHO IIOMOYb 3aII0/I03PUTH TO UJIU UHOE
HacJIe[ACTBEHHOEe 3a00JIeBaHUE, a TAKKE IIOMOYb OMPEIEIUTHCSA C JlaJIbHENIIIEeH
TaKTUKOU 000CJIeJOBAHN U JIeUeHUA JaHHOTO IalleHTa.



Heupogpubpomamo3s | muna sonesn.

PeknuHeay3eHa, nepugepuyeckull).

Hanu4yue wecmu unu 6osee nameH ysema «koghe ¢ MOJIOKOM»
pasMepoM MUHUMYM 15 MM y 83pocCsibix U 5 MM y Oemedl.

Jee unu 6osnee Helipoghubpomsi 5106020 muna.
BecHywyamocmb noOmbiweYyHOU usu naxoeou obsacmu
(intertriginous skKin).

muoma 3pumenbHo20 Hepea (optic pathway glioma)

Jea unu 6onee y3noe Lisch.

Pa3nu4Hble KOCMHbIe NopaXKeHus

PodcmeeHHUK nepsol cmeneHu poocmea ¢ H®-I no
ebiuwernepeYyucsieHHbIM Kpumepusim.

Yacmoma e obweu nonynsyuu - 1:4000. Tun HacsieQo8aHUs:
aymoCOMHO-0OMUHaHMHAbIU.

MuxaitnoBckuii M.B. Jledbopmanyu mo3BOHOYHUKA ITpU Helipodubpomarose: 0030p iuteparypsl // Xupyprus
MO3BOHOYHUKA. 2005. N°3. C. 45-55



Heupogpubpomamo3s | muna sonesn.

PeknuHeay3eHa, nepugepuyeckull).

Kopomkasi ckosiuomu4eckasi dyza (He 6osiee 4—6 no3eoHKoe)
xapakmepHasi deghopmayusi mesi No380HKOB8

ucmoH4YeHue pebep Ha sepuwiuHe degphopmayuu (rib-penciling)
UCMOHYEHUe rnornepeYyHbIX OmMpPOCMKO8

K/TUHo8UOHasi OeghopmMauyusi mesia 8ePUWUHHO20 MO380OHKa
epybasi mopcusi mesia 8epWUHHO20 MO380HKa
Jlameposiucme3s

pacuwupeHue Mexrno3eoHKO8bIX omeepcmull

yeesiu4eHue paccmosiHUsi Mexxoy meHsiIMU KOpHeU OyXKeK

deghekmbi OyKeK MN038OHKOB8 C 803MOXXHbIM pa3sumuemM rnodesbisuxa
UJ1u NOJIHO20 CMeuW,eHUs M0380HKa

npozpeccuposaHue kugpomuyeckol deghopmayuu coomeemcmeeHHO
msi)xecmu cKoJiuo3a

Hasu4ue napasepmebpasibHbIX MSI2KOMKaHHbIX Macc
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Bce nmanueHThl, ollepupyeMble B Halllell KIIMHUKE B JUHAMUKE
II0CJIeonepauOHHOr0 Ha0JII0/IEHN B TOM YHCJIE MTPOXOJAT aHKETUPOBAHME
JUUIS1 OTIpeJieIeHUs YPOBHS CAMOOIIEHKY PE3YJIbTATOB ONMEPATUBHOTO JIEUEHUS.
J1J151 MpaKTUYECKOT0 IPUMEeHEHUS U3 OO0JIBIIIOr0 KOJIMUECTBA aHKET-
OIIPOCHUKOB HaMU ObLIT BhIOpaH BapuaHT SRS-24.

Ocob0eHHOCTD JaHHOM aHKETHI SBJIAETCA ee HO30JIOTHYeCKasa Celn(PUIHOCTD:
SRS-24 6n1y1a pazpaboTaHa JJid OIlEHKU CAMHUM ITallieHTaMU Pe3yIbTaTOB
Xngypmqeacoro JIe4eHHUA IIPU CKOJIMOTHYECKHUX ne%;opmaunﬂx, BKJIIOUAET B
ce0s1 24 Bompoca 1o 7-MH 00J1acTaM ucciaenopauus (0osp B ciuHe (B.B. 1, 2, 3, 6,
8, 11), ob1uy BHelTHUM BU/ (B.B. 5, 14, 15), BHEIIIHUU BU/, IIOCJI€e onepanu (B.
B. 19, 20, 21), DyHKIIUHU I10CjIe onepaiu (B.B. 16, 17), 00Iast aKTUBHOCTD (B.B.
7,12, 13), IpodeccuoHaIbHasI aKTUBHOCTH (B.B. 4, 9, 10), yA0BJIETBOPEHHOCTD
pe3yabTaTaMU OIePaTUBHOTO JieueHus (B.B. 22, 23, 24). AHKeTa IIPOCTa B
3aIl0JIHEHUH, He TPeOYyeT JOMOJIHUTEILHBIX (PMHAHCOBBIX 3aTpaT, yIo00Ha 11
MHTEePIIPeTalu, II03BOJISET BhIAEIUTh (PAKTOPHI, BAHUSIIOIINE HA OIEHKY
IIaIeHTOM Pe3yJIbTaTOB OIIEPATUBHOIO JIEUEHU .



W3 rpyniipl manueHToB ¢ HelpodrOpoMaTo30M aHKETUPOBAHME MIPOILIN 28 MalueHTOB: 16 JIEBOYEK,
12 MaJIbYMKOB; CPeIHUIM BO3PACT HA MOMEHT OIEPAIMU COCTABWJI 14 JIET, IPUMEHSJICA TOJIBKO
WHCTPYMEHTapuU nosimcerMmeHTapHou pukcanuu 111 mokoseHusa, HU y OJHOTO U3 AaHKETUPOBAHBIX
MAIUEHTOB He ObLJI OCIOKHEH OJIMKAUIITNUM U OT/IaJIEHHBIN MTOCIe0ONEePAIMOHHBIN ITIEPUO/, V 8 B
KaueCcTBe 3aBepIIaoIero sTana OlepaTUBHOTO JIeUeHM S BbIIIOJIHAIACH PE3EKIUA OCTATOYHOTO
pebepHoro ropba. Becero 66110 IpoaHaTIM3UPOBAHO 82 aHKETHI.

Pe3yspTaThl aHKETUPOBAHUSA OTPA’KEHbI HA pUCYHKax (rpadukax).

B rpymiie aHKeTUPOBaHHBIX MAIIUEHTOB ¢ HEUHPOPHUOPOMTO30M MATBUUKU U JIEBOUKU
IIPOZIEMOHCTPUPOBAJIH OJIM3KHE TI0 3HAYEHHIO ITOKA3aTe! 110 BCeM CeEMU 00JIaCTAM aHKETHPOBAHMUS.

[Ipu cpaBHEHUU Pe3yIbTATOB OIEHKU JieueHUs B IMHAMUKe (ObL1i cOPMUPOBAHBI JIBE TPYIIIIHI
Ha6JTI0/IEHUA 110 CPOKY ITOCJIE OIlepaliuu: 6 Mec.-1 TO/I U CBHBIIIIE 1,5 JieT). OTMeuaeTcs MOCTENIeHHOE
yMeHbIlIeHre UHTEHCUBHOCTU 00JIEBOTO CUH/[POMA C YBEJIMUEHHUEM CPOKa ITOCIE0NEPAITMOHHOTO
HabuI0/1eHUA (BO3MOXKHO, UTO MeJJIeHHAas IMHAMUKA YMeHbIIleH!s 00JIEBOT0 CUH/IpOMA B
II0C/IEOTIEPAIMOHHOM TIEPUOJIE MOXKET OO BACHATHCS UCXOHBIM BBICOKMM YPOBHEM HEBPOJIOTHYECKOU
CUMIITOMATUKHU y JAHHOU TPYIIILI AIlMEHTOB), CTAOUIbHA OIleHKA OOIIero BHEITHETO BU/A C
IIOCTEIIEHHBIM IOBBIIIIEHUEM OI[eHKH BHEIIIHETO BUIA MIOCJIe ONEPAIlUU U Y OBJIETBOPEHHOCTHU
pe3ybTaTaMu OllEPaTUBHOTO JieueHus. V13 mokasaTesieli akTHUBHOCTU MEHbIIIE BCeX MeHseTCs 00I1as
aKTHUBHOCTB, a BOT IIOKAa3aTeJIN MPOPEeCCUOHATIBHOU AKTUBHOCTU U aKTUBHOCTH B IIOCJIEONIEPAITUOHHOM
Tepuo/ie MOBBIIIAIOTCA C YBEJIMUEHHUEM CPOKa MOCIe0NePaliuOHHOT0 HAaOII0/IeHUS.



Boripoc 24 ompocHHKa OTpaskaeT OOIIYI0 Y/IOBJIETBOPEHHOCTD Al IEHTA
pesyJibTaTaMu Xupypruueckoro jJedeHus («IIpormiu 661 Bol TO ke
JledyeHNe Ha TeX Ke YCJIOBHUAX?», BADHAHTHI OTBETOB: 5. OIpeAeIeHHO
HA, 4. BeposiTHO JIA, 3. He yBepeH(a), 2. BepositHo HET, 1.
onpenesneHHo HET). Jlo BeIToJIHEHNS pe3eKIun pedbepHoro ropoa
IIOKa3aTeJsIb 00IeN yZI0BJIETBOPEHHOCTH Pe3yIbTaTaMU OePaTHBHOTO
JIeUeHUs COCTaBJIsI 78,2 %, a y HallleHTOB I0CJie PE3EKIINN PeOepPHOTO
rop6a 92,4 %.

B 1ies10M manyeHThl aHKETHUPOBaHYE IIAIEHTOB C
HerpoPruOPOMATO30M JIEMOHCTPUPYET XOPOIUIHUI YPOBEHD
yAOBJIETBOPEHHOCTH Pe3yIbTaTaMH XHPYPTrUUECKOTO JIEUEHH S,
CHIDKeHNEe HHTEHCHUBHOCTH 00eBOTI'0 CHHAPOMA B MOCJIEOIIEPAIIIOHHOM
IIEPHOJIE, CTAOMIbHBIE TOKa3aTe U 00Ied 1 MpodecCuOHATbHOM
AKTUBHOCTH, IIOBHIIIEHNE TI0Ka3aTeJIsl Y/IOBJIETBOPEHHOCTH
pe3yJIbTaTaMH1 ONePaTUBHOTO JIEUeHH B JUHAMUKE
II0CJIe0NePaOHHOro0 Iepuoaa u 3PEeKTUBHOCTD OIlepaIliy Pe3eKINn
pebepHOro ropba, Kak 3aBeplIalollero 3Tana olepaTuBHOIO JieueHUsl.



ITaTosorusa OIIOPHO-ABUTATC/JIbHOTO allIiapara:

Ckosno3, kngo03, BOpPOHKOOOpa3Has U KujieBuAHas fedopMaliiy I'PyIHOU KJIETKH,
IIOCKOCTOIIHE.

KianHuuyeckasa xapakrepucTuka: BoICOKHMU pOCT, AJIMHHbIE TOHKNE KOHEYHOCTH,
nosmxoredatus, y3Koe JIUI0, BBICOKOE JIyrooOpa3Hoe HeOO, TUIIONJIA3UA MBIIIIIT U
MIO/TKO’KHOU KJIETYATKU, MBIIIIEYHASA TUIIOTOHUS.

IIaTosi0THA BHYTPEHHUX OPraHOB:

1) [IaTosiorust OpraHoB 3pEeHUs: IBYCTOPOHHUN HOABBIBUX XPyCTAIUKa, UPUI0/IOHES
(mpoxxanue pamyxku), chepodaxus (1apoBugHas GopMa XpyCcrajnka), MUKPOGhaKus
(YmMeHbIIIeHHE XpyCTaJIUKa B pa3Mepax), MHOIMHUSA, OTCJIONKA CETUYATKU, TETEPOXPOMUSI
Py KKH.
2)Cep/IeyHO-COCYIUCTON CUCTEMBI: paCIINPEHME , Yallle, BOCXOSAIIEN YaCTU A0PTHI,
aHeBpU3Ma aopThl, HEJOCTATOUHOCTh CEPEUHbBIX KIallaHOB. 3)be/ipeHHbIe, Max0oBbIe U
nradparmMaibHble TPHIKH.
4)HedpornTos.
5)9Mduzema JIerkux, THEBMOTOPAKC.

[TonmynsanuoHHas yacTtoTa 4 : 100000. CooTHoIIeHue 110108 M1:2K1

Tun HacaeoBaHUA: AyTOCOMHO-IOMHUHAHTHBIN C BBICOKOW ITE€HETPAHTHOCTHIO U PA3JIUYHOU

DKCIIPECCUBHOCTHIO

Jlncmuenko O. B. CuHgpom MapdaHa.— Hoeocubupck: Hayka, 1986.
HacnepgcrteeHHble cucteMHble 3aboneBanus ckenerta / Bonkos M. B., MeepcoH E. M., Hersongosa O. J1. u gp.— M.: MeguumHa, 1982.



Cunapom MapdaHa




Pe3ynbmamabi 5ie4eHusi no 0aHHbIM
Jlumepamypsbi

B 1975 r. Robins et al. mpeacTaBuiu pe3yabTaThl XUPYPIUUECKOTO JIEUEHUA 14
00JIbHBIX, CPETHUI BO3PACT KOTOPBIX COCTABJIAI 17.4 ToAa (4-34). B cemn
CIydasix BBIIIOJIHEH 3aJIHUM CIIOH/INIIO/E3 110 Moe, B ceMH — KOpPeKIusA
nuctpakTopoM Harrington. B 60sbIIMHCTBE CTyyaeB onepanus
OCYILIECTBJISIACH B YCJIOBUAX KOPPUTHPYIOIEro kopcera Risser, a B IByX —
rocJsie rano-dheMopayibHON Tpakuu. B cpeHeM AedopMaliiio M03BOHOUHUKA
yAaJ0Ch YMEHBIIUTS ¢ 79° 110 47° (41%), a mocjieornepalioHHOe
IIPOTPECCUPOBAHUE 3a 2.3 I'ojia cocTaBuiio 6.7°. IIpu 5TOM He yUUThIBAJINCh
pe3yJIbTaThl ABYX OOJIBHBIX, Y KOTOPBIX Pa3BUJICA JIOKHBIN cycTaB 6j10Ka (Bcero
II0/IOOHOE OCJIOKHEHHUE BBIABJIEHO y MATU HNaIeHToOB). Harnoenue paHbl
OTMEYEHO OJIUH Pa3, HEBPOJIOTUUECKUX OCI0KHEHUH He Ob1710. OCHOBHBIE
BBIBO/IbI aBTOPOB CBOJISATCS K CJIEAYIOIEMY:

Ckousino3bl Ha TouBe Oos1e3HU Mapdana yacto rpyOble 1 pUTUHBIE.

OTyinyue OT UAUOMATUYECKHUX CKOJIMO30B COCTOUT B TOM, UTO JIBOMHBIE
nedopMaIiiy BCTpedaroTCs vallle U BBIABJIAIOTCSA Y 00Jiee I0HBIX O0JIbHBIX.

Ocio:xkHeHHus BCTPEYAIOTCA HE Hallle, YEM IIPpHU UAUOIIATHYECKHUX CKOJINO3aX.



Pe3ynbmamabi 5ie4eHuUs1 no OaHHbIM
Jlumepamypsbi

Erkula et al onepupoBanu 41 nmamueHTa ¢ pa3InuyHbIMHA
nedopManusaMy IO3BOHOUHHKA HA IIOYUBE 00JIE3HU
MapdaHa, ucroab3ys CerMeHTaPHbIM HHCTPYMEHTAPUH
IIT mokosenus. CpegHNM BO3pacT 15 JIeT, HAOJII0IeHUEe —
2 roga. Y 25 00JbHBIX CKOJINO30M JiepOpMalius
HCIIpaBjieHa ¢ 64° 1o 25.6°, a B KOHIIE IIEpHO/A
HaOJII0/IEHUSI OTMEeY€EHO IIPOorpecCupoBaHue 10 33.2°.
Ocy1oKHEHUS: pa3phIB AypaTbHOrO MeIKa (3), I‘JIy6OKa}I
nHdeknusa (3), J0KHBIM cycTaB 0j10Ka (2), mepeiom
KOCTHBIX CTPYKTYP HJIU CTEPKHA S3HAOKOppeKkTopa (4),
(dopMupoBaHue IepexoHoro kudosa (2 5) ABTODBI
OTMEYAI0T, YTO YACTOTA OCJIOKHEHUU ITPEBHIIIAET
TAKOBYIO IIPH UANOIIAaTHYECKUX CKOJINO03aX.



Pe3ynbmamabi 5ie4eHuUs1 no OaHHbIM
Jlumepamypsbi

B 2005 T. rpymnmna utTajabsSHCKUX aBTOPOB COODIIMIIA O Pe3yJIbTaTax
JleueHus1 23 O0JIbHBIX CO CPETHHUM BO3PACTOM 17 JIET U CPOKOM
IIOCJIE0IIEPAIITMOHHOTO HAOJII0AeHU 7 JIeT. B 16 ciyuasx
HCII0JIb30BaH AucTpakTop Harrington, B cemu — 6oJiee
coBpeMeHHas TubpuaHasi KoHCTpyKIus. /o oneparuu yros Ko66a
COCTaBIJI 70°, IOcJIe onepanuu 38° 1 B KOHIlE CPOKA HAOJIIOAEHUS —
44°. Y 10 60JbHBIX OTMEUYEHO 11 OCJI0KHEHUM: pa3pbiB durae mater
(2), mo:xHBIN cycTaB 0JI0Ka (2), cMellleHre AUCTaIbHOI0 KpIoKa (5),
nepexo/iHbIl K03 (2). Bece ocnokHeHNsA — B Ipy1ne OOJILHBIX,
JIEUEHHBIX C IPUMeHeHneM HHCTpyMeHTapusa Harrington c
cyOJlaMUHApPHBIMU IETIAMU. ABTOPBI HOAUYEPKHUBAIOT, YTO
CTaOMIBHOTO Pe3yIbTaTa MOKHO JOOUTHCS, €CJIN B KAYECTBE
HUKHETO HHCTPYMEHTHPOBAHHOTO HUCIIOJIb3yeTCA ITI03BOHOK,
SIBJIAIONTUNCSA CTAOMIbHBIM M HEUTPAJILHBIM BO (PPOHTAILHOU U
CardTTaJIbHOU IIJIOCKOCTSIX.



ITaTo10rvA OIMOPHO-ABUTATE/JILHOIO anmapara:
['MIiepnoABMKHOCTD CYCTaBOB, CKOJINO3.

KianHnueckaa xapakTepucTHUKA: [ UIIeppacTAKUMOCTb KOXH,
«KeJIOUJHBbIEe» PyOIIbl Ha KOKe, TOJKOKHbIE TICEBO0MYXO0JIHU (B
MecCTax JaBJIEHHA) BADUKO3HOE pacllIiupeHH€e BEH

IIaTos10rNA BHYTPEHHUX OPraHoOB:

1)Bo3MoOsK€eH pa3phIB KPYITHBIX COCYA0B U Tepdopanus KUIIeUHHNKa
2)XpyIKOCTb TKaHEH IJ1a3a

[TonynsanuroHHasA yactora 1:100000. CooTHoIeHue 110108 M1:2K1,
3a UCKJII0OUeHUEeM X-CIeJIEHHOU (POPMBI

Tun HacsiemoBaHUsA: AyTOCOMHO-/IOMHUHAHTHBIN, ayTOCOMHO-
pELlECCUBHBIN, X-CIIEeIJIEHHBIN

bsiimanukosa O.E. Kypaukosa M.A., MyrosuH I'.P. Kiimauka, knaccudukanus, JUarHOCTUKA CUHAPOMA
Asepca-/lansoca B cBeTe COBPEMEHHBIX MOJIEKYJISIPHO-TeHETUYECKUX UcciefoBaHu. HOBBIN
Xupypruueckui ApxuB, 2002, TOM 1, HOMED 4.






C 2003-2013 rr. B Halllel KIMHUKE MPOOTIEPUPOBAHO 9 AIUEHTOB C JIe(OpMAIUSIMU MO3BOHOYHUKA HA TTOYBE
cunapoma Jnepca-Jlanno Cpeanuii Bo3pact nmauueHtoB 12.5 net. Kopperupytoiee 1opcaibHOEe BMEIIATEIBCTBO
3 MOKOJICHUS C TPUMEHEHUEM CETMEHTApPHOTO MHCTPYMEHTapHs 3 MOKOJICHUS BBITIOIHEHO 8 mamueHTaM. B 6
ClTy4asx JOpCabHON KOPPEKIIMHU MPEANOCIIaH BEHTPATbHBIN ATa-AUCKIKTOMHUS M MEKTEIOBOM CTIOHIUIIONE3
ayTOKOCTBIO.

Pe3yabrabl. Bennunna ocHoBHOM ayru 95,2 cpasy nocie BMemarenbctsa 50,9, B KoHIlle nepuoaa HabmoaeHus -59,1.
Kudornueckuit komnoneHt -93.7, 53,9 u 59.6 coorBercrenHo. /(ucbOananc TynoBuila Bo PpOHTAIBHOM
IJIOCKOCTH 70 omnepanuu 28.3 MM, cpa3y nocie onepannn-39.4, B KoHile nepuoja Habmonenus 22.0 M.
OcnoxHEeHUS BBISBIICHBI y 3 MAIIMEHTOB: B OJHOM CJIy4ae MPaBOCTOPOHHHI THEBMOTOPAKC, B ABYX-
HECTAaOMIHLHOCTh KPAHUATBHOTO 3aXBaTa dHIOKOPPEKTOPOM, UTO MOTPeOOBAIO peonepau. | HOMHBIX,
HEBPOJIOTUYECKUX OCJIOXKHEHUM, MACCUBHOW KPOBOIIOTEPU HE OTMEUECHO.



CtaTuctnyeckue AaHHbIe no aHkeTe SRS 24

O




ITIaTo/I0THA OIIOPHO-ABUIAaTEJIHLHOIO anmnapara: JKBuHycHas aedhopMaris
cron ( «KoHckas» croma), KugoCKOJINO03.

Kiimanuyeckana xapakrepucruka: Hapyliienve noxoiku, nmouepka, An3apTpus,
c1a00CTh B HOTAX.

ITaTo/siorusa BHyTPEHHUX OPraHOB:
1)Hapyr1ieHnue u rioteps ciayxa

2)HapymeHue ri1yb0oKoH UyBCTBUTEILHOCTH, MbIIIIEUHASA aTPOMHUA OCTEIIEHHO
HapacTaeT, HapyllleHue (QYHKIIUN Ta30BbIX OPTraHOB, JIeMEeHIIUA

3)I1aTosiorusa opraHoB 3peHus: aTpodus 3pUTEIHHOIO HepPBa, KaTapaKTa
4) IlaTosiorusa SHAOKPUHHOMN CUCTEMBI: CaXapHbIN AnabeT, THIIOTOHAAU3M,

5)IIaTosiorus cep/ieuHO-COCyAUCTON CUCTEMbBI: HapYIIIeHUsl PUTMa, U3MEHEHU
IIpeJiCEPAHO-KETY/IOUKOBOU U BHYTPUIKETYJOUKOBON MPOBOIUMOCTHU

ITonyiAnMOHHAA YacToTa 2,7:100000. CooTHOIIeHHEe 1010B M1:2K1.

Tun HacsieqoBaHuA: AyTOCOMHO-PEIeCCUBHBIN.

N. Cyukosa: "AMNOTPOPUNA HEBPAJIbHAA LUAPKO-MAPIW".
N.A. 3aBanuuwuH: "KpaTkas MeanumHckas aHumknoneams”.
BonesHu HepBHOM cucTemsbl, nod ped. N.B. MenbHuyyka. 1982.






IIaTo/I0THA OITOPHO-ABUTATEJIBLHOTO anmapara: [losscHuYHbIN
TUIepsaopaA03, KUPocKoo3, 0oukooObpa3Hasi rpyJHas KJIeTKa, IPy/InHa
BbIZIA€TCS BIIEPE/T, KOCOJIAIIOCTh, OTPAaHUUEHNE OTBEEHUS B Ta300eIPEeHHBIX
CyCTaBOB, cruOaTeIbHble KOHTPAKTYPbl, 3aMeAjIeHHasA ocCuUKaAIUA TOJIOBOK

eZIpEHHbBIX KOCTEeN, HEIIpaBUJIbHbIE BOJTHHUCTbIE KOHTYPbI IO3BOHKOB,
YILJIOIIIEHHE TeJI II0O3BOHKOB, COXa vara, pacIiiupeHne U pa3pbiXjieHUe POCTKOBBIX
30H 3N (PHU30B B KOJIEHHBIX, TOJIEHOCTOIHBIX 1 JIyU€e3alsCTHBIX CyCTaBaXx.

Kiimanuyeckana xapakrepucruka: OTcraBaHue pocra, «yTUHasA» MMOXO0JIKa,
IUIOCKOE JIMIT0, MBIIIIeUHAaA TUIIOILIa3U A, TUIIOIJIA3UA 9MAJId, YKOPOUEHUE
TYJIOBHUIIA IIPY HOPMaJIbHOM JJINHE KOHEUHOCTEN, ObICTpasi yTOMJISIEMOCTD, 60U
B HOTaX U MOACHUIIE

IIaTos0oruss BHyTpEeHHUX OPraHOB:

1)Muomnus, OTCJIOMKA CeTYATKU

2)Paciesnna HebOa

ITonyAanuoHHad yacTora 0,9:100000. CooTHolleHue 1moJ10B M1:2K1.

Tun HacaeaoBaHUA: AYyTOCOMHO-AOMHHAHTHBIA U ayTOCOMHO-PEIECCUBHbBIN

C.1. Kozios, E.CemanoBa «HacsieZicTBEHHbIE CHHAPOMBI M MEJTUKO-TEHETHUECKOE KOHCY/IbTHPOBaHUE», JIeHnHrpaa « MeaunuHa», 1987.






IIaTo/10rMA OITOPHO-ABUTATEJAbHOIO anmnapara: CKJIOHHOCTh K
TepesioMaM JIMHHBIX TPYOYaThIX KOCTEH, PEOEp, KITFOYHIL IPH
MUHUMAJIbHOU TPaBMe, CabJIeBU/THbIE ILe(l)OpMaI_II/II/I KOCTEU T'OJIEHH,
KH(POCKOJINO03, AedopMaIiuy IPyAHOUN KJIETKH, pa300JITAHHOCTD
CYCTaBOB, OCTEOIIOPO3, «PHIObM» II03BOHKHU.

Kiannnueckas xapakrepucTuka: CHIKEHUE POCTa, JIUIO0
TPEYTOJIbHOUN (OPMBI, ITUPOKHUH JI00, BHICTYTIAIOIINE BUCKH, 3yObI
»KeJITO-KOPUYHEBbIE, TOHKAA KOXKa, I‘OJIy6bIe CKJIEDHI.

ITaTosIO0rMa BHYyTPEHHHUX OPraHOB:

1)CHIKeHMe ciIyxa.

2)['phIKU.

[TonynsanuonHas yacrora 7,2:10000. CooTHolIeHre m1oj10B M1:7K1.

Tun HacsiemoBaHUs: AyTOCOMHO-IOMHUHAHTHBIN, BOBMOKEH
ayTOCOMHO-PENEeCCUBHBIN

3auenuH C.T. KocTHasa natonorus B3pocnbix: PykoBoacTtso Ans spaden. 2001 .






ITaTos10THA OIIOPHO-ABUTATEJIHHOIO alIIapaTa: IIEPBBIN TUII — YMEHbIIIEHNE 00IIero
4HCJIa IEWHBIX TO3BOHKOB; BTOPOU THUIl — CUHOCTO3 BCETO CIIAAHHOTO B €ZJMHYIO0 KOCTh
IIIEHTHOTO OT/IeJsIa II03BOHOYHUKA C 3aThIJIOYHOM KOCTHIO U BEPXHUMHU I'PYAHBIMH IT03BOHKAMH.
Yacro nepopmanius coueTaeTcs ¢ He3apalleHneM JIy>KeK 03BOHKOB (spina bifida cervicalis),
HaJIMIHEM IIEeHHBIX pebep, CHHXOHIPO30M JIOIIATOK ¢ TO3BOHOYHHUKOM ITPU BHICOKOM HX
crossauu (6osie3Hbi0 I1Ipenres).

Kinuanueckasa xapakrepucruka: Koporkad mies, otMeyaercsa aCUMMeETpUA JINIA,
KPBbUIOBU/IHBIE CKJIAJKHU IIIEU, IIOPOKU PA3BUTUA MBIIIII] IJIEYEBOTO M0sCA, HU3KaA IPaHUIA
poOCTa BOJIOC Ha IIIee.

ITaTosorusa BHYTPCHHHUX OPraHoB:

1)[IaTosiorHs OpraHoB 3peHUs: HapaJTuTUIYECKOE KOCOTIa3ue, TUIIEPMETPOITHs, HUCTarM,
cuagpoM I'oprepa u lltuinara-Tropka-/lyana

2)[Topoku ceparia

3)I'myxorta

4)PacienuHa Heba.

[TonmynsanuonHast yactora 1 : 120 000. CooTHoIlIeHue 110J10B M1:7K1.

Tum HacjieJ0BaHUA: ayTOCOMHO-JOMHUHAHTHBIN U ayTOCOMHO-PEIeCCUBHbBIN

AuppuanoB B.JL. u ap. 3a6os1eBaHUs ¥ OBPEXKAEHU TO3BOHOUYHUKA Y JIeTEH U TTOAPOCTKOB, JI., 1985; Boskor M.B. u Jlemosa B./I. [leTckas opromneaus,
c. 49, M., 1980 ; Periu6epr C.A. PeHTreHOAMAarHOCTHKA 320071€BAHUN KOCTEN U CYCTABOB, KH. 2, C. 180 .






ITaTosI0rNA OIIOPHO-ABUIaTE/JILHOI'O amIapara:
PeHTreHOJIOTUYECKH - «KpabooOpa3Hyo» (popMa rpyZIHOU KJIETKH ,
causiHue pedep, yMeHbIIIeHe KOJInuecTBa pedep, CAUsHUIE
II03BOHKOB, KJINHOBU IHBIE, 0a00YKOBHIHBIE TIO3BOHKH, YACTUYHbIE
11 IIOJIHbIE OJIOKHM MO3BOHOYEUKA.

KiinHn4ueckasa XxapakTepHUCTHUKA: OTPaHUYEHHE JIBUKEHUU
IPYZIHOU KJIETKH, HU3KOPOCJIOCTh, YKOPOUEHHUE IlIEeH, TYJIOBUIIIA.

IlaTo/10TNA BHYTPEHHHUX OPraHOB:

1)BposkzieHHbIe TIOPOKM cepAtia (yABOeHHBIN IPaBbIN KEJyA0UYEK
cepana, nedeKkT MeKIpecepaAHON TePerOPOaKH )

2)Bposk/IeHHbIE TOPOKU Pa3BUTHUA ITOUEK

[TonyAanroHHad yactora He u3BecrHa. CooTHolleHue nojaoB Mi1:7K1.

Tum HacsieloBaHUA: ayTOCOMHO-JJOMUHAHTHBIA U QyTOCOMHO-

peLEeCCUBHBIU

Aupik I'.B. [lomapera T.A. Muxee M.I0. « CITIOH/ITMJIOKOCTAJIbHAA TVICITJIA3UA, ACCOLIMMPOBAHHAS C BUCIITEPAJIbHBIMU
ITOPOKAMMU », Poccuiickuii meimaTpuyeckuil kypHai, 2000.-N 6.-C.49-50



Ha cerogHAIHUNA JeHb MEIUIIMHCKHE TEeXHOJIOTUU II03BOJIAIOT
JIedUTh W NPOPUIAKTUPOBATH HACJEeICTBEHHO T€HETHUYECKYIO
IIaTOJIOTHUIO BeChbMa YCIIEIIHO, UTO KacaeTcs XUPYPruveckon TaKTUKH,
TO OCHOBHBIM BONPOCOM ocTaeTrcs JIedeHHe OCJIOKHEHUU U
coMaTUuueckon 1marojoruu. IlosTomMy K KOKIOMY IIAllUEHTy WH
3a00JIEBaHUI0 HYKHO MOAXOANTH HHAUBHUAYyaIbHO. COOTBETCTBEHHO
JleJIaeM CJIETYIOIINE BBIBOIbI:

[IpodunakTrka coMaTHIECKHUX OCJ0KHEHUHN (aHecTe3MOoJIOoT U XUPYPT,
yKJIaJlKa IIalldeHTa, HWHTPaoIlepallMOHHBIA HeUpOopUu3n0JI0rnIecKun
MOHUTOPHUHT).

JlocTikeHue MaKCHUMAaJIbHOU MOOUIN3aIUN nedopmanuu
II03BOHOYHUKA (IIpU PUTHIHBIX JIehOpMaIHIX).
[IpodunakTuka IIOCJIEOTIEPAIIIOHHOTO IIPOTPECCUPOBAHUSA

(cmougmione3 360°, MEXTEJ0BOU CIOHAWIONE3, MHOXKECTBO TOUEK
OIIOPHI, TPAHCIEeAUKYAsIpHAas GUKCAITUS).

IIpodunakTrika HEBPOJOTHUYECKHX OCI0XKHEHUH (n6penonepau1/10HHoe
oociemoBanue-MPT, KT, Helipodusuosorunueckoe o0caeg0BaHIE).






