JNETCKASA HEUPOXWPYPTUSA

C.K. l'opesnbiwes, O.A. MeaBeaeBa

ME/AY/1/1I06/IACTOMDb
Y ETEU

M3OATENbCKAS FPYMNA
«r90TAP-Meana»
2020




OrNMABJIEHUE

CIMCOK COKpAIIEHUI U YCJIOBHBIX O003HAUCHUM . . . .o oo ee e e ns 8
ABTODDBI .+« v ettt e et e e e e 9
BBEIEHIE . . ..o 10
I'naBa 1. cropus neyenust menysioonactom. C.K. Topeaviwes . .. ............ 11

I'naBa 2. Drmmnemuosnorus u cuaapomosorus. C.K. Topeaviues,
O.A. Me0BEOCBA . . .. ....... .. ... e e e 24

I'maBa 3. ['ucTomornueckast xapakrepuctuka. M.B. Poiocosa,
JILB. Hluwkuna, O.A. Medgeoesa . . .............. .. . uiuuiunnainnnion. 27

I'maBa 4. UMMyHOTUCTOXUMUYECKIE U MOJIEKYISIPHO-TEHETUIECKIIE
ocobeHHoCcTU MenyiobaactoM. M.B. Peicosa, JI.B. Illuwkuna,

O.A. Me0BOCBA . . .. ....... .. .. e 31
4.1. Mopdonornyeckasi XapaKTepUCTUKA MEIYJIIOONIACTOM . ... ovo v, 31
4.2. KnmHn4eckast XapaKTepUCTUKA MOJICKYISIPHO-TEHETUICCKIX
TOATUIIOB (COOCTBEHHBIA MATEPUAM) .« -« o v v vovveeeeeeeee e eeeeee s 36

I'masa 5. KiimHuyeckast KapTiHa M IMarHOCTUKA MEIyJIJI001aCTOM.

C.K. Topeaviwes, O.A. Medsedesa, E.A. Xyxnaeea .......................... 38

I'naBa 6. Hetiposusyanu3zamus. 4. H. IIponun, C.K. Topeaviuies,

O.A. Me0BeOCBA . . .. ....... .. ... 41
6.1. CoBpeMeHHbIE METOIbI HEUPOBUBYATMMBALMHK. . .« o v o v eve e eeeaenn . 41
6.2. TOTOTPAMUST OTIYXOIM . . o vt e e et et et e e e e e e ettt 46

I'naBa 7. Xupypruueckoe yseueHue menymnoonactroM. C. K. Topeasiiues,

0.A. Medsedesa, H.B. Jlemenesa, A.1O. JIyonun, J[.A. Cambopckuit . ........... 50
7.1. Xupypruueckasi aHaTOMUS 3aHEN YEPETTHON AMKHM . .. . oo vvvveenn ... 50
7.2. O gpeHaXkax M ITYHTUPYIOIIMX CUCTEMAX . . o\ v v eve et e e eee e en 60
7.3. AHECTE3MOIOTHMICCKOC TIOCOOME . . o o v v v etet et et e e e e e 62
7.4. TTOTOXKEHME TIALIMEHTA HA CTOJE .« o o v ovoev et et et et e e e ene 64
7.5. TlpodurIaKTUKA BOSAYIITHOM OMOOTHM . . o oo v v e ee e ee e e e aaeen s 66
7.6. KDAHMOTOMUSI . . . o o oottt et e e e e e e e e e e e e e 68

7.6.1. CpenrHHast CyOOKIIMITATATbHAS KPAHUOTOMMST. .+« o\ v v evav s 68
7.6.2. TTapaMeIUAHHBIA JOCTYIT . . oot o e teete et e eee e e e ee e 73
7.6.3. PeTpOCUTMOBUIHBIN CYOOKIMITUATATBHBIA JOCTYIT . . oo v vve e van .. 74
7.7. Pa3pes TBepaoil MO3roBOii 000JTOUKM Y MOAXO K OTTYXOMH . . ..o vv e .. 76
7.7.1. Pa3zpe3 TBepaOii MO3TOBOI OOOJIOUKHM . . . oot eve e eeeeeeaan.s 76
7.7.2. Iomxom yepe3 OTBEPCTUE MasKaHIM . . .. oo e e eieeeeaann 76
7.7.3. TTomxom ¢ pacCeYeHNEM YEPBST MO3KEUKA. . o .\ o vvveeee e enean.s 76
7.7.4. TeNOBEIISIPHDBIA TIOMXOM, .« . « v o o v et e e e e et et et e e e e 77
7.7.5. Tloaxom 4epe3 KOPY MOBKEUKA . . . v v v vt ee e eee e eeeeeeaeannn 77
7.7.6. Tloaxom TaTepaibHO OT TEMUCHEDBI . « o v vve e e eie e e 77
7.8. YIATEHME OTTYXOMM . « .« o ot et et et e et et e e e e et et e e e ee e 78
7.9. YiIBaHUE OMEPALMOHHOM PAHBL « « o v vt vvvve et e e e een s 85
7.10. OueHKa paauKaabHOCTU YIATEHUS OTIYXOMM . . oo oo e e e e aean . 85
7.11. Mcnonb30BaHUE SHIOCKOMUYECKON aCCUCTEHIIUM . v v v v v eee e e 87
0 B B R 23 () 5 1 (P 87

7.11.2. ba30oBblii HA0OP MHCTPYMEHTOB . . ot v v te e e e eeeenenns 89



6 Ornasnexne

7.11.3. OcHaleHNe OMEPALMOHHOM . . .. .o vv e 89
7.11.4. O6111Me TPUHLIUIIBI 9HAOCKOTNYECKONH aCCUCTEHLIMU. . . . .. .. .. .. 90
7.11.5. MeTonuka 3HAOCKOMUYECKON aCCUCTEHLIMU
MPY OIYyXOJISIX 33AHEN YEPETHOM SIMKA Y IETEM. . . . oo oo e e e 92
7.12. HelipoHaBUTauus mpy OMyXOJIX 3aHEH YeperTHON IMKH . . . .. ... .. .. 95
A2 1. TTOKABAHMIST . . . o o ee e et et et e e e e e e e e et 96
7.12.2. OcobeHHOCTU PEerucTpalu B MOAYCUISTIEM MOJOKEHUH . . . . .. .. 97
7.12.3. IcTIOIb30BAHUE B XOHE OMEPALIAM . .« o v o vvvee e e e e eenennn 98

I'maBa 8. OcnoxHeHnust xupyprudeckoro jedeHus. C.K. Topeaviues,

O.A. Me0BEOCBA . . . ........ .. ...t 99
8.1. MUHTpaomepalliOHHBIE (DAKTOPBI PUCKA . . v oot v e e e e e e e 99
8.2. ITocneonepallMOHHBIE OCTOKHEHMST. « .« o oot eve e e e e eeeaenns 101
8. 3. TMAPOLCMATIUIST . . . oot et e e e 101

I'maBa 9. [TpuHuunel uHTeHCUBHOM Tepanuu. 4. B. Casuenko, A.A. Coiues,

HA. CaBUH . ... ... 103
9.1. [NoctyruieHue pebeHKa B Manaty MpoOYKICHUS WU B OTICICHIE
VHTEHCUBHOM TEPATIHM .« . o v v o v ee e e e e et e e e e et e e e e ee e e e 103
9.2. TTONOKEHUE B KPOBATH . « « vt e ve e ete et e et ettt e te e e 103
9.3. MckyccTBeHHASI BEHTWIISILIUST JICTKMX . & oo v oveve e e e een e enesn 104
9.4, MOHUTOPHHT . . .« o oottt e e e e e e et e e et et e 104
9.5. MeIUKAMEHTOZHAS TEPATIMST . . v ot v et ee e et e e e et et e e eeen s 105

9.5.1. IIpoTBOOTEYHAS TepaNus IIOKOKOPTUKOUIAMU

(TEKCAMETABOHOM) . o\ o et e et e et et e e e et e e et 105

9.5.2. IHQMY3MOHHAS TEPATIMSI. « .« o ot eveee e e e et e et e e e e 105

9.5.3. IlpodunakTrika cTpecc-s3B XKeIyI0YHO-KUIIIEYHOTO TPaKTa. . . . . . 105

9.5.4. O0C300IIMBAHME . . . . e vttt et et e e e e e e e i e e 106

9.5.5. IlocneonepaliliOHHAS] TOITHOTA M PBOTA . . v o v v v e e e eenn . 106

9.5.6. HapyiieHust reMoAMHAMUYEeCKUX ITOKa3aTeseil

B MOCJIEOTIEPALTUOHHOM TIEPUOIE -« + v v v vvee et e e ee e eeeeeeeen s 106
9.6. JIBIXaTETbHBIE HAPYIIEHMS . . .« o v o veee ettt e et e e e e ee e 108
9.7. BOBOYIKIEHIUE . . . ot vttt e ettt ettt et ettt e 109

I'maBa 10. CranupoBanue. C.K. Topeavies, O.A. Medsedesa . ................ 110

10.1. dakTOpbl prUCKa HEOIATOIMPUSATHOTO IIPOTHO3A « . o v o e e e e e en e 112
10.1.1. PamnKaabHOCTD YIATEHUS OTTYXOMM . . o\ oo ee e e e e eeeen s 112
10.1.2. BiussHue MeTacTa3oB Ha OTIAJEHHYIO BbIXKMBAEMOCTb
OOJTBHDBIX . « « v v v ettt e e e e e e e e e e e e e e e 113

10.1.3. CB3b MEXIY TUCTOJOTUUECKUMU U MOJIEKYJISIPHO-

FeHeTUYECKUMMU TPyIIIaMU MeAyJLJI001aCTOM U IIPOTHO30M

BAOOTEBAHMIST .« v v vttt et e ettt et e e e e e e e e 116
10.2. CTPATUMUKALIMST « . o« v vttt et e e e e e et e e e e e e et e ie e ee e 119

I'maBa 11. KommiekcHoe neyenue meaysnoonactom. I.JI. Menmkesuu,
C.C. babeasn, b.B. Xoaodos, E.M. Tapacosa, O.U. lllepbenxo, I0.10. TpyHuH,

D.D. Baauaxmemosa, C.K. Topeaviuies, O.A. Medeedesa . . .................. 120
1.1, JIyUeBAS TEPATIMST . . v v v v et et e e et e et e et e e e et et e e e ee s 120
11.2. TIPOTOHOTEPAIIHST . . o o v e ot et e e et e et et e e e e et et e e e 124
11.3. XMMMOTEPATIMS . . . o\ oot ee e et e e et et et e e e e et e 124

11.3.1. I'pynIma CTAaHOAPTHOTO PUCKA . . v v v e oot ee e e e eee e e 124

11.3.2. I'pyIa BBICOKOTO PUCKA « « o v v vt eeeee e e e et eee e eeeeeeanns 127



Ornasnexne 7

11.4. TapreTHAS TEPATTHSI. « . o\ v v et et e e e ettt et et e e ie e 132
11.5. PeuMIMBBI MEAYIITTIOOMACTOM & &« v vttt et e e e e e e ie e e aenns 133
I'masa 12. OtnanenHsle nocnenctBusi. 0.A. Meodsedesa, H.A. Maszepkuna,
FE.A. Xyxnaesa, O.A. Kpomkosa, M.B. Hepcecan, C.K. lopeaviwes . .. .......... 135
12.1. HeBpOJIOTMYECKME TTIOCITEICTBIIS. « .« o v e v e eee e e e e ee e e 135
12.1.1. bavkaimmii mocaeonepaluMoOHHbIA IEPUOLT . . . oo v oo e e e en. .. 135
12.1.2. OTHATEHHBIA TIEPHO . « « o v oo v e ee e et et et e e i e ee s 137
12.2. MYTHBM .« oottt e e e e e e e e 138
12.2.1. @AKTOPBI PHCKA .« .+ o e voeoee et e e e e et et et et et i e 139
12.3. HapylieHue BbICIIUX MCUXUUECKUX QYHKIUAM . .. ..o oo e e en .. 141
12.3.1. TTOPAKEHME MOBKEUKA .« o\ e ve e ete e ee e et ie e 141
12.3.2. JIYUCBAT TEPATIHIST . . .« o v eeveee e e e e e et et e e e e 142
12.3.3. THOPOLEMDATMS . . . . oottt e e e e e ettt 145
12.3.4. YUyBCcTBUTENbHBIE U ABUTATEIbHBIC HAPYILIEHUS . ..o\ ovoev ... 145
12.4. DHOAOKPUHOJOTUYECKUE HAPYIHEHMST . .\ oot ov e e e e eeeeanens 146
12.4.1. HapymeHUs TIPOLIECCOB POCTA .« v v v v vt eve et ee e ie e 147
12.4.2. T1aTOJIOTUS LIUTOBUIHOM KEIE3BL. « « v v e e e e e e e e e 149
12.4.3. TIOJIOBBIE HAPYIHEHMST .« o o v v ov e eet et ee e et e e eeeeae s 150
12.4.4. HemocTtaTOYHOCTh aApEeHOKOPTUKOTPOITHOTO TOPMOHA . . . .. .. ... 152
12.4.5. YBenuueHue Macchl Teja, JUCIUITUAEMUST, MeTabOTNIeCKUit
10705 91100 ). SRR 152
12.4.6. TUNEPIIPOTAKTHHEMUYST . . . . o oo v vie e et e e e et e e eee e i 153
12.4.7. OCTEOIOPO3, OCTCOMEHMS . . o v v vetee e et et e e i eean 154
12.4.8. DHIOKpUHHBIC HAPYIIEHUS B 3aBUCMOCTH OT CXEMBbI
XUMUOTEPATIMIT . .« oo v oeee e et e e e et e e e e e e et et e e e 154
12.4.9. AITOpUTM HAOTIONECHUS MALACHTOB & . o v o v e e veeeee e eennns 154
12.4.10. TIOABEIEM MTOTH . ..ottt e te e e et ee e e e ee e e 159
12.5. CHMIKEHUE CITYXA. + « « o vt ettt ettt e e e e e et 160
12.5. 1. TTATOTEHES . . .« oottt et e e e e e e e e e e 160
12.5.2. KIIMHUYECKUE TIPOSIBICHMST « o oo vvve e e e et eeeieeeens 161
12,53 JI@UEHUIC. . .o oottt et et e e 161
12.6. OproneanuecKue OTAAIEHHBIC IIOCHEICTBUS « . . oo v e vvve e e 162
12.7. KoHTpOJIb TTOCIe TIPOBEAEHHOTO KOMITJIEKCHOTO JICUEHUS . . .. .. ... ... 162
I'maBa 13. Kpatko o menymnoomnacromax. C.K. [opeaviwies . .................. 163
L0007 000D C=) £ 1/ - ORI 173

JIATEPATYPA . . ot 185



CNUCOK COKPALLEHWI W YCNOBHbIX 0603HAYEHUNA

4 — TOProBOE€ HaMMEHOBAaHUE JIEKAPCTBEHHOTO CpeCcTBa W/Win (hapMalieBTUIecKast
cybcTaHLms

© — JIeKapCTBEHHOE CPE/ICTBO He 3apeructpupoBaHo B Poccuiickoit @enepannu

All — apTepuajbHOE JaBJeHUE

bPB — Oe3pelMIuBHas BbKUBAEMOCTb

BCB — OeccoObITUITHASI BBIXKMBAEMOCTb

BBD — BEHO3Hasl BO3AyIIHAsI 9MO0IMs

I'P — TOPMOH pocTa

344 — 3aIHsI4 YepernHas SMKa

MBJI — MCKYCCTBEHHAas! BEHTUJISILIUS JTIETKUX

KCO — KpPaHMOCTIMHAJILHOE 00JTy4eHe

KT — KOMIIbIOTEpHasi ToMorpadust

JT — JIy4yeBasi Tepanus

Mb — MeaysuiobiactToma

MP — MarHUTHO-PE30HAHCHBIN

MPT — MarHUTHO-pPe30HaHCHast ToMmorpadusi

OB — 0011251 BBDKMBA€MOCTh

[P — TIpeXIeBPEMEHHOE MOJIOBOE pa3BUTHE

IXT — TOJUXUMUOTEpANS

Cco/L — CyMMapHasi oyaronasi 103a

T™O — TBepaast MO3roBasi 00607104YKa

y3n — YJIBTPa3BYKOBOE UCCIIEIOBAaHUE

IHHC  — neHTpaibHas HepBHas cucTeMa

CCNU — nomycTtuH

1Q (intelligence quotient) — KoahGULIMEHT UHTEIEKTA

PICA (posterior inferior cerebellar artery) — 3aaHsIsI HUDKHSISI MO33KEUYKOBasI apTepUsT
SDS (standard deviation score) — KO3(POUIIMEHT CTAaHAAPTHOTO OTKJIOHEHUS

SHH — uHruourtopsl Sonic Hedgehog

VCR — BUHKPUCTUH

WNT — CUTHAJIBHBIN MyThb KiIeTKu Wingless
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BBEJJEHWUE

Menynnobiactoma y aeteir coctapisieT okojio 20% Bcex OmmyxoJieil TOJIOBHOTO
MO3ra U, TaKMM 00pa3oM, SIBJISIETCSI CaMOll paclpOoCTpaHEHHOM 3710KaueCTBEHHOM
OITyXOJIbIO TIEHTPAIbHON HEPBHOW CHCTEMBbI B 9TOI Bo3pacTHOl rpymrie [291, 331].
OCOOEHHOCTBIO MEAY/IO0IACTOM SIBJISIETCSI BBICOKASI CKIOHHOCTh K MeTacTa3upo-
BAHUIO MO JJUKBOPHBIM TyTsiM [195].

CoBpeMeHHbIe MPOTOKOJIbI JIEUeHUST MEAy100JJaCTOM BKJIIOYAIOT XUPYypruye-
CKOE JICUeHHE, JIYIeBYIO TEpaluio M MoJIuXxuMuorepanuio. COBOKYITHOCTb 3THUX
METOJOB JIEYEHUST CITOCOOCTBYET YBEIUUYEHUIO OOLIEH 1 Oe3pelluaIBHON BbIKMBAE-
MocTu 1o 70% u 6omee [240].

B Hamreil ctpaHe BHeIpeHHE COBPEMEHHBIX MPOTOKOJIOB KOMIUIEKCHOIO Jieue-
HUS MEAYJUI00JacTOM y AeTell, BKIIFOYABIINX, IIOMAMO XUPYPIrUIECKOTO JICUCHUS,
JIY4EBYIO U MOJIMXUMUOTEPAINuIo, Hayajaoch ¢ cepeanHnl 90-x rr. XX B. [13].

B cBsa3m ¢ pasBuTHEeM amblOBAaHTHOW TepalyM BCTAJ BOIIPOC 00 ONMTHUMAaTbHOMN
XUPYPIrUYECKON TaKTUKE JIEYEHUST MEay100J1acTOM, YUYUThIBAsE MHBa3MBHOCTb UX
pocTa 1o oTHOILIeHUIO K THY 1V Xenymouka [364].

K coxanenuto, mpuMeHeHNE TaKUX BUAOB TePaluK COMPOBOXIAETCS Pa3BUTH -
eM TSDKEIBIX OTHAJICHHBIX ITOCJICACTBHI, O0OYCIOBICHHBIX TOKCUIHOCTHIO ITPOBO-
IHUMOTO JiedeHus. B HauOoblIel cTeneHu OT Jy4eBOM U XMMUOTeparuK CTpagaeT
SHIOKPWHHAS CHUCTEMa, TaKXKe BBISIBIISIIOTCSI HEBPOJIOTUUYECKHE M KOTHUTHUBHBIC
HapyllIeHWs, HATIPSIMYIO BIUSIIONINE HAa KAYECTBO KU3HU U COLMAIBHYIO aallTalINIO
manueHTos [102, 145, 219, 265, 278, 283].

B HacTtos1ee BpeMsi MpoBOASITCS MHOTOYMCIEHHBIE MCCIEIOBAHUSI TeHETUYe-
CKMX MyTallMii MEmyJUIO0JacCTOM WM BBISIBIICHUE WX ITPOTHOCTUYCCKOIO BIIMSIHUS.
B 2010 r. 6bU10 NPUHATO pellieHre O BbIAEJEHUM Ha HACTOSIIIUI MOMEHT 4 MoJie-
KyJISIPHO-TEHETUYICCKUX TPYIIIT MEIYJIJI00JIaCTOM, KOTOPBIE pa3InvaloTcs He TOJIBKO
TeHEeTUYECKMMU MYyTallMSIMM, HO U KIIMHUYECKUMU ucxonamu [ 152, 229, 325].

JINYHbIIA ONbIT ABTOPOB

B MoHorpaguu 06061eH onbit HMUWL Heitpoxupypruu uM. akan. H.H. Byp-
JIEHKO I0 KOMIUIEKCHOMY JICUEHHUIO M OO0CJIeHOBAaHMIO HETeil ¢ MemyJuio0JacTo-
Mamu 3agHeit yeperrHo#t smku. C 2005 mo 2015 r. 0bITM TIpoOTIepHUpPOBaHEI OoJiee
400 GonpHBIX HeTcKoro Bo3pacta oT 3 go 17 net. I[ToapoOHBII aHAMU3 OTHANEH-
HBIX pe3yJIbTaTOB MpOBelneH y 93 mereif, mpoJjiedeHHBIX 1Mo TpoTokosy M-2000,
u 30 meTeii, mponedyeHHbIX o nmpoTokonxy MI'JTH-MB-2008, B HUU netckoit oHKO-
Joruu 1 rematojiorun Poccuiickoro onkosiormdeckoro enTpa um. H.H. Bioxuna
(HWU OOT POHLI), uTo 1 Jeryio B OCHOBY BBIBOJIOB U PEKOMEHIAIINIA 110 JICUSHUIO
9TOU KaTeropuu OOJIbHBIX.
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NCTOPUA NEYEHUA MEYIJIOBJIACTOM

Pa3paboTka Xupypruyeckux METOHOB JICUCHUs HapyLICHWM 3amHeil YeperrHon
saMku (3Y4) B ucTopruecKoM acriekTe Hayajlach COBCEM HenaBHO. M3yvas uctopu-
YECKYI0 JIMTEPaTypy, Mbl BUIUM, UTO XUPYPTU C TaBHUX BpeMeH M30eraiv JIFOOBIX
onepauuii Ha 3Y4. Bpauu ouyeHb OBICTPO TOHSUIM, YTO 3Ta 00JACTh MO3ra upe3-
BBIUATHO YYBCTBUTEJbHA K JIIOOBIM MaHUITyIsIusM. [loTepst mpIxaHnus, BHe3arl-
Hasl cMepTh U AedopMalusl CTBOJA MO3ra, BCe 3TO MPUBOIUIO K OBICTPOIl CMEPTHU
manneHTa. Maktudeckn omepauny Ha 3YS mosgBmiIMCch TONMBKO B Hadaile XX B.
Xupypruueckue yueOHUKH BTOPOI MOJOBUHbBI XIX B. TUILIb ONUCHIBAIOT aHATOMMUIO
9TOM 00JIaCTH.

B XXI B. Helipoxupypru BXOASIT B ONEpaLMOHHYIO ¢ Topa3ao 0oJiee COBEpIlIeH-
HBIM U TEXHUYECKM Oo0Jjiee CIOXHBIM O0OpYZOBaHMEM, YeM TO, KOTOpOEe OBLIO
JIOCTYMHO uX KoJjuieram Bcero 30 jet Hazan. B 1970-x rr. xupypruyeckuii MUKpoO-
CKOIT TIPOM3BEJI PEBOJIONUIO B OIMEPATUBHBIX MOIXONAX, 3HAUUTEHPHO YIIYUIINB
BU3yaJu3alMIo 0aronapsi XopolleMy OCBEIIEHUIO U YBEJIWUYEHUIO, U B pe3yJbTare
XUPYpru cMoriv paboTaTth Oojee 0e30MacHO Ha ydyacTKaxX MO3ra, KOTOpble paHee
CUYMTAIMCh HENOCTYIHBIMU. [JIsi1s1 B Oyayliiee, MOXHO IIPEANOI0XUTh, YTO B TeYe-
HUE CIICAYIONIETO OECITUJICTAS C Pa3BUTHEM KOMITBIOTEPHBIX YCTPOMCTB «IIpaK-
TUYECKUI XUPYPIr» MOXKET CTaThb PEJIMKTOM mpolwioro. Cieayiollee MOKOJICHUE
HEHpOXUPYProB OyIET «ITOCTABIIMKAMM JAHHBIX», T.. TEXHMKaMM, KOTOPHIC Jeia-
10T 3anucy B 0a3y JaHHBIX, a 3aTeM CUAAT U HAOJII0JaI0T 32 pOOOTOTEXHUKOM, KaK
Harpumep, «Ia BUHYM» BBIONHAET XMPYPIUIECKYIO OIEePalInIo. ..

IlepBoie omepauuu Ha 3YS patupyloTcss aHTMYHOCTBIO. B packomkax Mo
BCEMY MHUPY OOHApYKMWBAOTCSI TIpUMEphl TpeMaHAIldil ueperra, B TOM 4YHCJIe
3441, Goabliasi yacTb KOTOPBIX MPOM30IILIA B pe3ysibTaTe TpaBMbl WU JIPYroii
Hemn3BecTHO# mpuunHbl. B Kommekunu James Tait Goodrich’a ecTs ueperr, moiry-
yeHHbI 13 [lepy B 1950-x IT. ¥ HaliieHHbIM Ha Kiagouile, gatupyemomM 600 r.
o Hamrelt apsl. B oomactn 3Y S BumHa 6oJbIIasg TpermaHalus ¢ 3aKUBITNMY Kpa-
SIMM, YKa3bIBalOIIMMHU Ha TO, YTO YEJIOBEK MEPEXKUJ XUPYPrUIECKYIO IPOLEAYPY
(puc. 1.1).

EnuHcTBeHHBIE ynoMuHaHUs o Xxupypruu 345 rpeko-puMCcKoii 310XU MOSIBISI-
fotca B Tpyaax Ianena IMepramckoro (130—200 rr. H.3.), KUBIIETO HAa TEPPUTOPUHN
coBpemeHHoil Typiuu. B cBoux Tpymax mo aHaTOMUYECKMM Iipouenypam [aneH
OIMMCHIBACT CEPUI0 BCKPBHITUI XXMBOTHBIX, B KOTOPBIX OH OOHAXXMII MO3KEYOK U
IV xenynouex. MccinenoBaHust IPOBOIMIMCH HA KMBBIX XXMBOTHBIX, YTO ITO3BOJILIIO
€My CBSI3aTh MMOpaKEHUE Pa3IMIHBIX YIaCcTKOB qHA IV keaymouka ¢ HapylIeHUSIMU
JbIXaHMS, [IOTAaHUS M HAPYLIEHUSIMU IBVXKEHUSI B KOHEYHOCTSIX. JIIOOOMBITHO, YTO
[ajieH mcmob30Ball s CBOMX 3KCIIEPUMEHTOB JIOCTYIT Yepe3 pa3pe3 YepBs MO3-
Keyka Kak Haubosee 6e3omnacHbiit [108]!
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Puc. 1.1. 600 r. go Hawen apbl. Yepen ¢ TpenaHauuen B NpaBoi MOJIOBUHE 3aJHEI YePenHoii aMKK,

npuynHa KOTOPOA Hen3BecTHA. 10 HIDKHEMY Kpaw TpenaHauuu BUAHbI KOCTHble TpaHynsauuu,

CBMIETENbCTBYIOLLNE O 3XMBIEHUN, NOITOMY BMOJHE BEPOATHO, YTO MALWEHT MEpexun 3Ty npo-

ueaypy. Museum of Man collection, San Diego, California (u3 kiuru Memet Ozek M. et al. «Posterior
fossa tumors»)

«Tunmanbli» xupypr B Hadane XV B. ObLJT HUYEM UHBIM KaK HEKBaTU(pUIINPO-
BaHHBIM U MaJIOOOPA30BaHHBIM IIUPIOJIBHUKOM. DTOT XUPYPT MOT OTpe3aTh Bam
BOJIOCHI, YIJIUTh 3y0 M BIPABUTH TPbIkKy. «O0pa3oBaHHBIN» XUPYPT, YCBOMBIINHT
CpPEIHEBEKOBBIE TOTMbI, OCTaBAJICS MOTPEOEHHBIM B IOTAAKAX U JOTMaX CTOJETHUX
BEepOBaHUI, OCHOBAHHBIX Ha OoJiee paHHUX IPEKO-PUMCKUX 1 OoJiee MO3THUX TPY-
JIaX BU3AHTUNCKUX YUYEHBIX U MTEPEBOIYNKOB, KOTOPbIE MPOIOIXKAIN MEPEBOIUTD U
TIOBTOPSITH ONIMOKM TIPOIITBIX BEKOB.

ITo upoHun cyabObl, UMEHHO XYJAOXHWKHU 3M0xu Bo3poxneHus, a 3aTeM yxe
a"atoMmbl ¥ xupypru XVI B. Hauanu MyTh OT OMMOOYHBIX TPEACTABICHUN ITIOXU
CpenHeBEKOBbSI K peajlbHOMY M3YYEHUI0 aHATOMUM YesioBeuecKoro Teina. JleoHapno
na Bunuu, Aunpeac Bezanuii u npyrve Hauaim nejaTh BCKPBITHS B TIOTIBITKE TTOHSTH
OoJiee pealUCTUYHYIO TOBEPXHOCTHYIO aHATOMUIO 4YejoBeka. B pesynbraTte mpe-
JBITYIEe aHATOMUYECKUE TOTMbI, MHOTHE M3 KOTOPBIX YKOPEHUJIMCh CO BPEMEH
TPEKO-PUMCKOI 3TMOXH, Havyadyd MENJIEHHO UCIPABISATHCS B TEUEHUE CIEAYIOLINX
CTOJIETUIA.

He gBassice HU xupyprom, Hu BpadyoMm, JleoHapno na Bunuu (1452—1519) BHec
OTPOMHBIN BKJIa[, B MEIUIIMHY W XUPYPruio. B aHaTOMWYECKUX MCCIIEIOBAHUSIX
JleoHapno ecTh HECKOJBKO PUCYHKOB, KOTOpble Kacatotcst 3UA u ee aHatromum
(puc. 1.2). Ero uHTepec K 3TUM BOIIpOCaM HESICEH, TaK KaK pe3yJbTaThl TEOPETH-
YeCcKM He TOBJIUSUIA Ha €ro XyIoXecTBeHHbIe padoThl. JIeoHapno Takxke He ObLI
XUPYPTOM, TIO3TOMY He ObLIO HUKAKOU XUPYPTMUUECKON BBITOBI OT ITUX UCCIIEI0BA-
Huii. TeM He MeHee ero MbITIUBbINA YM 1aeT HaM HEKOTOPbIE U3 CAMbIX PAHHUX U B TO
BpeMs HanboJiee TOUHBIX IpenacTaBieHnit o 34 u xeaymnoukoBoil cucteMe Mo3ra.
K coxanenuro, Benukuii onyc JleoHapao mo aHaTOMHWU, KOTOPbIN ObLT OITyOINKO-
BaH B 20 Tomax, ObUT yTepsiH, 1 oOHapykeH Julb B XX B. [187]!

3HakoBoi1 ¢purypoii XVI B. Kak B aHaTOMUU, TaK U B XUPYPTUU, ObLJT UTAJIbSTH-
cKuii Bpau 1 aHaToM AHnpeac Besanuit (1514—1564). Besanuii HacTanBai Ha TOM,
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Puc. 1.2. Camble paHHUE N3BECTHbIE AHATOMUYECKME PUCYHKI XENy[04KOB rOfI0BHOMO MO3ra: a —
BMepBble AeMoHCTpupytowme Il xenygoyek, cunbeues sogonposog u IV xenypodek. JleoHapao
na Bunum, XV B.; 6 — n3obpaxkeHne moaxeuka u [V xenynoyka

~ o~ yadme nlr,J\* ann

YTO Bpauy-aHATOMMWCT JOJDKEH ITPOBOINTH COOCTBEHHBIC BCKPBITHSI KUBOTHBIX U
moneii. B 1543 r., B Bo3pacte 28 net, Bezanuii onyoiamnkoBan cBoii Magnum opus
De Humani Corporis Fabrica B bazene, [lIBeittiaprsi. DTOT TOM MOJIOH OpUTUHATb-
HBIX U TNPOHUIIATEIbHBIX aHATOMUYECKUX HAOMIOAECHUN U omucaHuil (puc. 1.3).
Besanmit ObIT SpOCTHBIM KPUTUKOM PAaHHMX aHATOMOB M MX OIIMOOK, B YaCTHOCTH
TpynoB [lanena. Kunura VII (Libri VII) 3T0oro Beinkoro npousBeAeHUs TaeT HaM
MOAPOOHYI0 aHATOMUYECKYIO KapTUHY ToJoBHOTO Mo3ra u 34, ¢ ornmuunbIMuU
aHATOMUYECKUMM WLTIOCTpausaMu. I1o upoHuu cyab0bl, Ha ONMMCAaHUE YePEITHBIX
HEPBOB CUJIbHO TOBJIMSIIAa aHATOMUYECKash HyMepaluus, TIepBOHAYaIbHO TIPEao-
crapiieHHas ['aneHom IlepraMckuM ¢ 9 yepermHBIMU HEPBAMM, OIMMMCAHHBIMU BME-
cro 12 [341].

T'oBops o Helipoxupypruu XVI B., Heb3s1 He yroMsiHYTh AMOpyasa ITape (1510—
1590), KOoTOpOTO OONBITMHCTBO UCTOPUKOB CUYUTAIIA OTIIOM COBPEMEHHOI XUPYp-
run. OnuH U3 ero HauboJiee U3BECTHBIX XUPYPrUYecKUX clydaeB Kacajicsl TpaBMbl
TOJIOBBI, TIOJIy4eHHOU paHity3ckum MmoHapxoMm [enpuxom II. Tlape mpoBomui
JIeYeHUE KOpPOJIs, a TakKe IMPUCYTCTBOBAJI IPU €ro BCKPBITUU. Ilape oOHapyxXwmiI,
yto y I'eapuxa Il obpazosanack rematoma B 3US. AHaIM3 KIMHUIECKON KaPpTUHBI
U TIOCJIeyIOIIee BCKPhITUE MO3BoIIIM [1ape onucath KIMHUYECKYIO KAPTUHY ClIaB-
nenus cTpyktyp 3YS, KkoTopasi BKiTiouasia rojloBHYIO 00Jb, 3aTyMaHEHHOE 3peHue,
PBOTY, BSUIOCTb, C1A00OCTh M HapyllleHUe AbIXaHus [253].

HecmoTpst Ha reHmanbHBIe Haxomnku XVI B., cOBpeMeHHBIC TpeACTaBICHUS
00 aHaTOMUHM YEJIOBEUECKOro Teja ObLIM 3aJ0XEHBI JUIIb B CICAYIOLIEM CTO-
getun. OGHUM W3 TEPBBIX YUYEHBIX, OMMCABIINX TOYHYIO aHATOMUIO TOJOBHOTO
Mmo3sra, 6bur Thomas Willis (1621—1675), naBmuit uMsl cOCyIUCTOMY KpPYyTy Ha
OCHOBAaHMM MO3Ta, a TakXe IMOIpOoOHO omucaBInuii cTpykTypel 3YS m cTBONA
[357]. Eme 6onee monpooHoe onucanue 33U npuBogutcs B Tpyaax Humphrey
Ridley (1653—1708). OH TpOBOAM CBOM MCCIIETOBAHUSI Ha CBEXKUX TPYIax cpaszy
IOCJIe TIOBEIICHUSI, YTO JajI0 €My BO3MOXHOCTh OCOOCHHO TIIATEJIbHO M3Y4YUTh
BEHO3HBIE CUHYCHI, B TOM YHCJIE TTOTIEPEUIHBIN, TIPSIMOI M IUPKYJISIPHBIA B 00JIa-
ctu 344 (puc. 1.4).
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Puc. 1.3. PucyHok cTBona mosra, o4epymsai-  Puc. 1.4. AHaTOMNS 3a[jHeil YepenHoi MK no

wero AHo IV xenynoyka, 6yropku (colliculi) m Ridley. MpaBunbHo upeHTUdMUMpoBaH I Heps,

HWXKHIO 4acTb Tanamyca, — YAWBWUTENbHAA  HO 06Liee KONMUYECTBO YePemnHbIX HEPBOB 0CTa-

aHaToMuyeckas Aetanb Ans 3toro nepuopal eTca paBHbIM esatn (London, 1695)
(AHapeac Besanuit, Magnum opus, 1543)

[lepBble IMOMBITKM XUPYPrU4eCKOro JiedeHUsl 3a00JieBaHMII MO3ra OTHOCSITCS
yxe K XVIII B. OHM cBOMWINCH B OCHOBHOM K OITepalyisiM 10 TIOBOIY YEpEITHO-
MO3rOBOII TpaBMHbI (yIaJleHMe reMaToM M MHOPOIHBIX Te) M, PEeaKo, abCIeCCOB
(Percival Pott, 1714—1788; Lorenz Heister, 1683—1758; Francois Quesnay, 1694—
1774). Ilpupona omyxoseit TOJJOBHOTO MO3Ta ObllIa COBEPIIICHHO HEU3BECTHA, OHU
CUNTAIINCH «HAPOCTAMU» WM «MO3TOBBIMU TPUOAMIT».

OnHa U3 MepBbIX YCHEUIHBIX ITOMBITOK onepainuii B oonactu 34 Oblia nmpeanpu-
Harta Sauveur Francois Morand B 1768 1. [215]. OH onuchbIBaeT cityyaii, rae y MoHaxa
pa3BUJICS CPEAHMIA OTUT, a BITOCJIENCTBUM MacTouauT u abcuecc 344, Morand nipo-
WM3BeJI TpEeTIaHALIMIO 1 yIajleHe MHOUIIMPOBAHHOM KOCTH M THOS. 3aTeM OH BCKPBLI
TBEPIYIO MO3roByt0 0007104Ky (TMO) KpecTooOpa3HBIM pa3pe3oM, IOCJIe Yero CMOT
nccaenoBaTh nosocth 3YS. EMy ymanock 3BakynpoBaTh OOJBIION abciecc Mo3ra,
JUISL 4€TO OH MCIIOJIb30BaJl CBOM yKa3aTelIbHbIN Iajiell Kak 30HA. Morand goramai-
cs1 00paboTaTh IMOJIOCTh abclecca CIMPTOM U CKUIMUIAPOM, YTO SIBUJIOCH CaMbIM
paHHUM IIPUMEPOM AaHTUCENTUYECKOIO JeUeHUsI. 3aTeM B ITOJIOCTh THOMHMKA ObLiia
ToMellIeHa cepedpstHast TpyOKa, YTO MO3BOJIMIIO OCYIIECTBUTH HETIPEPBIBHBIN JIpe-
Hax. AOcluecc 3aKuja, MOHaxX BbDKUJI, 1 Morand He peMUHYJI COOOIIUTH 00 3TOM
MEINIIMHCKOM O0IIEeCTBEHHOCTH.

IlepBbIM, KTO MOMBITAJCS OTAEIUTH OIyXOJM TOJIOBHOIO MO3ra OT IPYIMX
3aboneBanuii, 6611 Giovanni Battista Morgagni (1682—1771), KoTopblii Giaroaapst
CBOMM I1OPa3UTEIbHBIM UCCIIEAOBAHUSIM CTaJl 3aBeAyIOIIUM Kadeapoil aHATOMUU B
ITanye B Bo3pacTte 16 J1eT, HO, HECMOTPsI Ha OJIMCTATEILHYIO Kapbepy, JULIb B 79 jieT
cueJl BO3MOXKHBIM B3SIThCS 3a TJIABHBIN TPy CBOEH XXKU3HMU... [217].
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IMonago6unock 6osee 2000 yeT, YTOOBI MTPaBUIILHO OMNUcaTh Bce 12 map ueper-
HO-MO3TOBBIX HEPBOB, M clejaHo 3To Obuto auiib B 1778 r. Samuel Thomas von
Soemmering (1755—1830). JleranpHoe ommcaHue TPOMHMYIHOTIO HEpBa OBLIO Cle-
nmano Johann Friedrich Meckel crapmmm (1724—1774) B ero mMOKTOPCKOM auC-
cepTalyu, ero UMs TOJIyYUJIo U YIITyOJIeHne TPUTEMUHAIBHOTO TaHTJIUSL — Ccavum
Meckeli.

B XVIII B. nosiBsiI0TCSI LIBETHBIE aTJIachl TOJJOBHOIO Mo3ra. I[TepBbIM omy0IMKo-
Basl cOBpeMeHHY10 aHaToMu1o 3Y S B akBapeIbHBIX pUCYHKaX (DpaHILy3CKUIT aHAaTOM
Félix Vicq D’Azyr (1748—1794). B npenncioBun K cBoeii MOHOTpa(uu aBTOp 0c000
Omaromaput cBoero xymoxXHuka (Alexandre Briceau) 3a ero TamaHT, CTOHKOCTh U
BBIHOCJIMBOCTD «HETPUSITHBIX 3a11axoB». MaMWIIOTaTaMMYECKUI TPaKT 10 CUX TIOp
Hocut ero ums [342] (puc. 1.5).

«Xupypeust 20106H020 M032ea CMAAA BO3MONCHOU Oaae00aps mpem OMKPbLMUSIM
dessmHadyamoz0 6exa, a UMeHHO 00e300AU8aHur, acenmuke U AOKAAU3AUUU Uepe-
opanvhvix Gynryuil. bez acenmuku uiu anmucenmuku, Onepayus Ha 20108HOM M0O32€e
Hukoeoa He Obira 0bl 603modcHol. C acenmukoil u Oe3 yepeOpanbHol N0KaAIU3AUUU
oHa He umena 0Obl 60abwoeo 3navenus. C acenmukoi u aokasuzayueil QYHKYULl, HO
0e3 HapKko3a xupypeus 0biaa Obl 603MONCHA, HO CUAbHO 02PaHu4eHa. Xoms HApKo3 yoice
UCNOABb308AACS 3 HemBepMb 6eKa 00 6eauKo20 omkpuimus Lister’a, 60abut02e0 npoepec-
ca 6 Helipoxupypeuu He Habaoanroce. Tlompebosanoce ewe 17 nem 0as moeo, 4umobwl
6ce mpu 8eAUKUX OMKPbIMUS COCOUHUNUCH 8Mecme U 0anU 803MONCHOCHb PA36UEAMbCs
Heipoxupypeuu» (Dandy W.E.).

B navane XIX B. HeWpoXWpyprusi yxe IIarHyjJda BHOEpel, HO MO-TPEeXHEMY
OorpaHMYMBaIaCch B OCHOBHOM OIlepallMsIMM MpU HelpoTpaBme. 11 TOTO 4TOOBI
onepauuu Ha 3YS cranu 6e30macHbIMU, TOJKHO OBLIO MPOU30MTH €llle HECKOJIbKO
BaXKHBIX COOBITHUIA.

[Ipexne Bcero OBLIO 3aMEUEHO, UTO TaKKe IIperapaThl, KakK 3aKuch a3oTa (1844),
adup (1846) u xsmopodopm (1847), BBI3BIBAIOT aHaNTe3u0. TPYyIHO MEPEOLIEHUTh
3HAYEHWE ITOTO OTKPBITHSI, OCOOCHHO ISl OTiepalldii Ha MO3re, TaK Kak He Hy>KHO
ObUTO OOJbIIE MPUBSA3BIBATH OOJBHOIO K OINEPAallMOHHOMY CTOJY M CIEIIUTh BO
BpeMsI ONeparu.

Puc. 1.5. [letanbHoe n3obpaxeHune Kopsl Mo3xe4ka n cteona moara (Félix Vicq D’Azyr, 1786)
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Puck uHbeKIM 3acTaBisl XMPYProB OrpaHUYMBAThCSI TOJbKO SKCTpagypasib-
HBIMM BMeILIaTeIbCTBAMU, TaK Kak BekpoiTie TMO B 95% cinyyaeB NpUBOAMIO K
CMepTH MalreHTa B pe3yJibTaTe MeHMHTHUTA U cericuca. JIBa xupypra (Oliver Wendell
Holmes, 1809—1894 u Ignac Fiilop Semmelweis, 1818—1865) moutu oqiHOBpeMEHHO
o0paTuiyM BHUMaHUE Ha TO, YTO BOCHAJEHMSI BO BpeMsl POIOB ObUIM 3HAYUTEIbHO
pexe, eclii MX NMPUHUMAJIM aKylIepKu, KOTOpble OOBIYHO 3aXOIUJIM B KOMHATY C
YUCTBIMU PpyKaMHu U B OEJIbIX BHICTUPAHHBIX TepeIHUKaxX. XUPYypru Ke TOTO Bpe-
MEHM OOBIYHO pabOTaiM B YEPHBIX XajaTaX, MCIAYKaHHBIX KPOBBIO U THOEM OT
npeapiayuiero nauueHta... Holmes u Semmelweis nepBbIMU MPEIIOKUIN MBITh
PYKM U OJEXIy TIepel olepalueil, a He Iocie, 3a YTO OBLIM JKECTOKO OCMESTHBI
cBOMMU Koyiieramu Ha 3acemaHun Koponesckoro oOmectBa. M Tonbko reHUa hb-
Hble oTKpbITUs Louis Pasteur (1822—1895) u Robert Koch (1843—1910) nonoxunu
KoHell aTomy criopy. Bckope Boilia u peBotolioHHast padora Sir Joseph Lister
(1827—1912) «O06 a(hdekTe aHTUCENTUUECKOW CUCTEMBI B JIEYEHUN», MOCJIE YEeTro
YaCcTOTa THOWHBIX OCJIOKHEHUI CTPEMUTEIBHO CHU3UIIACH.

HpyruM KmioueBbIM AOCTKeHueM XIX B. cTajlo TTOHMMaHMe JIOKaJIM3alun
(GyHKIUHI B CTPYKTypax rojioBHoro Mo3sra. [nonepckue padotsl Paul Broca (1824—
1880) BmepBbIe MoOKa3ajM, YTO KaXaasi 4YaCcThb MO3ra MMEET CBOM OIIpeleIeHHbIE
byHKIIMN.

CorocTaBieHue JOKAJIM3aIUM OITyXoJiell (Ha BCKPBITMM) M IMPUXKU3HEHHBIX
CUMITOMOB 3a00JieBaHUSI TTO3BOJISIET MHOTMM HCCIeI0BaTesIM TOHSTh (hyHKIIMO-
HaJbHOE 3HayeHue pa3auyHbix cTpykTyp 3UA. K npumepy, umeercs nompodHoe
onucanue 6-ietHei neBouku (Richard Bright, 1789—1858) ¢ cumntomamu Hapy-
LIeHUS TJI0TaHusI, (POHAILIMM U IJIa30ABUTATEIbHBIX (PYHKILIMI («KOTAa OHa crajia, TO
HUKOIJA He 3aKpbIBaja JIeBblii I71a3»). Ha BCKpbITUM ObLla OOHapyXeHa «OITyXOJb
CTBOJIa MO3Ta C MOJIYIIPO3payHOil CTPOMOI, 4Yepe3 KOTOPYIO TPOXOIWIN ITyYKHU
0eJIbIX BOJIOKOH». C BBICOTHI HAIITMX 3HAHUI MBI MOKEM CKa3aTh, YTO UMEEM TOYHOE
OIMMCaHVE TOHTUHHON TJIMOMBI.

HecmoTpst Ha TO 4YTO KJIeTOYHAasl MPUpPOAA OMYyXOJel OCTaeTCsl HEU3BECTHOM,
TTOSIBJISTIOTCSI TIEPBBIE aTJIAChI OITYXOJIei rojIoBHOTO Mo3ra. MinmocTpaiium U3 atiaca
Jean Cruveilhier (1791—1874) ucnonb3oBayi B CBOMX paboTax Mo HEBPUHOMAaM U
menuHruoMaMm Harvey Williams Cushing (puc. 1.6).
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Puc. 1.6. inmocTpaumumn n3 atnaca Jean Cruveilhier (1842), nocBALLEHHbIE OMYX0NAM CTBOMA U MOCTO-
MO3XXE4K0BOro yrna
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IlepBble MOMBITKU XUPYPrudeckoro BMelareabctBa Ha 3YS mosBuiIuMch ulib
B KoHle XIX B. DToMy mpeaiiecTBOBajIO M300peTeHHe KPaHUOTOMUU C TTOMO-
mwpio kK xxurmm BMecTo Monotka u gonora (1897). K ciosy, Leonardo Gigli
(1863—1908) 1300pea 3TOT METO Uil PACIUJIKM JIOHHOIO COUYJIEHEHUSI BO BpeMst
OCJIOKHEHHBIX POJIOB, HO UYyTh ITO3XKE CaM XK€ MPEeUIOXKUI €T0 UCIIOIb30BaTh IS
KPaHUOTOMUM, 10OABUB BCEM U3BECTHBIN MPOBOJHUK!

OnHa U3 NepBbIX Olepallii y pebeHka ObUla cieflaHa IIOTJaHALEM M0 UMEHU
William Macewen B 1879 r. Mcnonab3yss «aHTUCENTUUYECKYIO TpemaHalldio», OH
YCIIEIIHO YAAIWII TIEPUOCTAJIBHYIO OIYXOJb IIpaBoii opouThl. B mocienyomem oH
npootnepuposai emie 4 nereit ¢ omyxousimu 35, v TOTbKO ONUH M3 HUX YMEP.

Sir Victor Alexander Haden Horsley (1857—1916) MHoro chienan it U3ydeHUst
GYHKUMI MO3ra ¢ MOMONIBIO €ro MEKTPOCTUMY/IILIUU. EMY XXe MpuHaaIeKuT 130-
OpeTeHMe CTepeOTaKCUUEeCKOUN paMbl IS U3ydeHUs (DYHKIIMI MO3XeuKa y mprumMa-
toB (1897). IIpoiineT emie 50 1eT, mpexae 4eM 3TOT UHCTPYMEHT OyIeT UCITOIb30BaH
Ha monsx. Horsley BiepBbie Havasl yCIIEITHO YOAISATh OMYXOJIM MO3Ta, OQHAKO TIpHU
omyxonsix 3US oH mpemaran nenath TOJIBKO BHYTPEHHIOK IEKOMIIPECCUIO JUISI
YMEHBIIICHUS JIETATbHOCTH.

Oty Hemenkoil Heipoxupyprum Fedor Krause (1857—1937) mpunHamiexut
M300peTeHne cympalepebeiIipHO-cyoTeHTopranbHoro goctymna (1926) u momxo-
JIOB K MOCTOMO3XE€UKOBOMY YIi1y. HecMoTpst Ha 3T0, ycriexu B yoaJeHUU OITyXoJieit
344 ObLIM CKPOMHBIMU: yMepiu 26 u3 31 maiueHra.

Antony Maxine Nicholas Chipault (1866—1920) 6buT MepBbIM (DpaHIy3CKUM
HEMPOXUPYpProM, MOJTHOCTHIO TTOCBITUBIINM ce0st Heifipoxupypruu. OH ke OCHOBaJ
MepBbI B MUpe Helipoxupyprudyeckuii xxypHain — «Travaux de Neurologie Chirur-
gicale» (1896).

Thierry de Martel (1875—1940) BnepBbie pa3paboTai 3JeKTpoaApesib, OCTaHABIHU -
Barontytocs rpu goctkeHnur TMO (1926). OH ke npeioXui Chasuee MoJIoXeH e
0OJILHOTO M pa3paboTast WISt 3TOTO CICUMAIbHBIN cTyI (puc. 1.7).

OnHako, HECMOTPSI Ha BCE MOCTMIKEHUSI, COCTOSIHUE HEeMpOXUpypruy B Havase
XX B. ocraBisiyio kejath Jydiiero. OdyeHb uHTepeceH 063op Robert H. Wilkins,

Puc. 1.7. Cupsayee nonoxeHne 601bHOMO NpK Onepauni Ha 3afHel YepenHonm AMKe 1 cneuuanbHo
paspaboTaHHoe Ans atoro kpecno (Thierry de Martel, 1926)
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KOTOpBIIi Ha OCHOBAaHUHU JaHHBIX M3 ['eHepalbHOro XMPypruyecKoro Karajora 3a
1886—1896 1T., T.e. 3a 10-7eTHUI TIepHOA TIOCE TIEPBBIX YCIEUIHBIX OIepaluii
Horsley, 06061ma onbIT 6ojee 500 XUpypros Mo yaaJdeHUIO OIyXoJel roJ0BHOIO
Mo3ra. OmHako yxe B cienywoiiem aecsatuietuud (1896—1906) curyaiuss pe3ko
n3MeHunach. B karanore ormedaercss He 6osiee 80 ciydaeB. A ¢ 1906 mo 1916 1.
JIMIIIb HECKOJIbKO XMPYPIOB COOOILAIN O MOMbITKAX YAaJIeHUsT OITyX0Jieil TOJIOBHOTO
MO3ra — ITOHMMaHMe KaTacTPO(UIECKUX TMOCIEICTBUIA TaKOW XUPYPTUM TIPUIILIO
04YeHb OBICTPO... [356].

Ecnu u cymecTByeT HEMpOXMPYpPT, BHECIINI BaXHEHINWI BKJIAN B Pa3BUTHE
xupyprun onyxoseii 344, tak sro, koHeuHo, Harvey W. Cushing (1869—1939)
(puc. 1.8)! OH elle B MOJOIOM BO3pacTe 3aMHTEPECOBAICS 3TOM MATOJOTHE.
HyxHo moHMMaTh, 94TO 3TO OBLIO BpEeMsI, KOT/Ia e1lle He ObLIO CTEPOUIOB, TIEpeIBa-
HUST KPOBM, PEHTI€HOBCKOM IMArHOCTUKM, YBEJIMYMTEIbHOM ONTUKM, a IMallueHThI
IOCTYIIAJIX B 3aIlyILIEeHHOM COCTOSIHUM C BhIpaKeHHOM ruapouedaiueit... Y, tem He
MeHee, yxke B 1930 r. Cushing nmy6aukyeT crielidajJbHyI0 CTaTblO MO XUPYyPruyecKo-
My JieueHuio Menysuioonacrom (MB) y neteit [76]. KoHcTaTupyst HEBO3MOXKHOCTD
yIaJieHUs 3TUX OIyXOoJIei, OH mpemjiaracT aekoMmpeccuio 34U, B3sTre omorncnm,
JleyeHue ruapouedanuu u... puMeHeHue aydyeBoit Tepanuu (JIT)! Bmecte ¢ Tem
IpU pagrKajibHOM yaajeHuu actpouutom 345 neranbHOCTh cocTaBuia Bcero 15%.
Cushing BriepBbIe 0TKa3aJcsl OT METOAUKM BblaesieHUsT onyxonu 3Y A npu nmomouiu
Majblia, MCIIOJb3yss BMECTO 3TOrO CIleLMalIbHbIe IIpErapoBajKu, a IIpU HEBO3-
MOXHOCTH PaIuKaJbHOTO yIaJeHUs TIPEUIOKU BHYTPUKATICYJISIPHYIO PE3EKIIUIO.
KymuHr 3aBepinui ¢Bolo Kapbepy, BbIMoaHUB 2000-10 omepaiyio U JOOUBIIUCH
HeOBIBAJIOTO YPOBHSI JieTalbHOCTHU B 15%.

IMapanienbHO Pa3BUTHIO XUPYPTrUM HAYaJlUCh M TMCTOJIOIMYECKME MCCIIenI0Ba-
HUS omyxoJieil Mo3ra. B 1926 r. BeIXOIUT TiepBasi KjacCU(UKAIUs B COAaBTOPCTBE
Cushing u Percival Bailey (1892—1973) «A Classification of the Tumors of the
Glioma Group on a Histogenetic basis with a correlated study of prognosis». UMu xe
B 1925 1. 1 6bIIO MpeUTOKEHO HAa3BAaHKE OITyXOJIM, KOTOpasl BCTpeyaaach NCKITIOUM-
TeJIbHO y neteit, — medulloblastoma cerebelli.

Puc. 1.8. Harvey W. Cushing (1869-1939) (a) n paspaboTaHHblil UM LOCTYN K 3afHeil YepernHon
AMKe (0)
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Heno Cushing mpomoykui ero yuenuk Walter E. Dandy (1886—1946). HyxHo
OTMETHUTD, uTO Dandy ObLT 3HAYUTETHLHO OOJIee PATUKAIBHBIM XUPYPTOM, Y€M €0
YUUTEJIb, YTO YACTO BBI3bIBAJIO SI3BUTEJbHBIC TUCKYCCUU M TYyOJIMYHBIE cIopbl. OH
OTPUILIAJT METOJ MHTPAKATICYJSIPHOTO yaaieHus omyxoseit mo Cushing, HacTauBast
Ha TOTaJbHOM YAQJICHUM JaXe HECMOTpPSI Ha Yrpo3y HEBPOJOIMYECKUX OCIOXK-
HeHuil. Hamo oTMeTuTh, 4TO 3Ta MUjieMMa OCTajach HEPEIIeHHOW M 0 HaIlIuX
nHeit... Dandy paboran ouyeHb MHOTO, jaejias 1o 6 ollepaluii B JeHb, BKJIIOYas
BbIXOAHBIE. OH BIEPBBIE MPEIJIOXKWI TTOCIEOTNEPAIMOHHYI0 NHTEHCUBHYIO Tepa-
MU0 B CIielMaJbHON ManaTe, 0oCOOEHHO sl 00JbHBIX C onyxojsamu 344, BKiIto-
YaBIIIYIO B CE0S1 KOHTPOJb 2JIEKTPOJUTOB U 0CO00E BHUMAHUE K MPOXOAMMOCTHU
JIbIXaTeJIbHbIX TyTeil. OH 3HAYUTEJIPHO MPOABUHYJI BIEPEa HEPOBU3YyaInu3alKIo,
BHeIpuB BeHTpuKyinorpaduto. Dandy ymep 19 anpenst 1946 r., cnenaB Ha 34
2000 onepauwmit [77].

B Poccum mepBoe ynmomMuHaHWE O NETCKOW HEWPOXMPYpruu BCTpedaeTcsl B
1852 r. B Monorpaguu JI.A. Cokonona «JIedeHre MO3TOBBIX 3a00JI€BaHUI Y JETEI».
B 1881 r. H.B. CximndocoBCKUiT OMMCHIBACT MEPBOE YIAUHOE yIajJeHNEe MO3TOBOIt
rpbiku y peberka. B 1896 r. H.K. JIbiceHKOB GJiecTsIIe 3allUTUI JOKTOPCKYIO AUC-
cepTaimio «Mo3roBble TPDKM U UX JiedeHne» (Ha 10 HaGmoneHusx!).

B 1907 r. BbIXOOUT OAHO U3 JIYYLIMX PYKOBOICTB MO MeAMaTPUU TOIO BpEMEHU
npod. H.I1. 'yHmoOuHa, TAe omuchIiBaeTCsl ynajieHuWe IUCTUIIEPKOB TOJOBHOTO
Mo3ra. B mepBoM COBETCKOM PYKOBOICTBE 110 XMPYPTrUYECKOM HEBPOMATOJOTUM,
BoieanieM B 1935 1., yxke ecTb HEOOJIBIION pa3/ies, MOCBSIIEHHBI «MO3TOBBIM
onyxoJisiM» y neteit (ITonenos A.JI., Hukutun M.I1., Co3oH-ApoiieBuy A.1O.).

B 1928 1. cozmaercst Helipoxupypruueckasi KTMHUKa Tpu PeHTreHomornyeckom
MHCTUTYTe B MOCKBe, TJe cpa3y XKe HauMHaeTCs JIeYeHUE IeTeli C HelpoXupypruye-
CKoit maTonorneit, a ¢ 1935 r. mist HUX BeIgEsgeTCd 15 Koek.

Benukasi OteuyecTBeHHas] BOifHA 3aTOpPMO3WJIa Pa3BUTHE IETCKO HEMpPOOH-
KOJIOTMH, OZHAKO YXe€ cpa3dy Itocjie BOiHBI B 1946 r. B MOCKOBCKOM HHCTUTY-
Te HEHPOXUPYPTUM IIOA PYKOBOACTBOM Ipod. A.A. ApeHaTa OTKpBIBaeTCs Iiep-
BOe JeTcKoe OTneieHue. biaromapst ycwinsiM MpeKpacHOTo KoJulekTuBa (Tipod.
KonoBanos 0.B., I1epmiman P.E., Xanapukona-Mapeena T.I'., MupoHnosuu M. .,
Abanmona H.C., ®amrep T.O., Pocroukas B.U., Aprapsua A.A., Canaskuna C. 1.,
3orpabsH C.I'., MyHnoaut T.E.) ¢ nepBbIX e IHEil orpoMHOEe BHUMAHUE YAEasIeTCs
JIEYSHUTO OTTyXOJIel TOJIOBHOTO MO3Ta Y IeTeH.

ITocne 1950 r. ocHOBHas TeMaTHKa HaydHOI pabOThI 1ETCKOTO OTAEICHMS KOH-
LIEHTPUPOBAJIaCh Ha U3YYEHUM OTTyXO0Jieil ToJoBHOTO Mo3ra. [lepBbie ornepannu mo
noBony onyxojeit 3YA y neteit BbIMOIHSIOTCS yXe ¢ 1948 1. (moKTOopcKast auccep-
tauust Kopusarackoro I.I1.). B 1952—1956 rr. BBIXOIUT psii paboT, MOCBSIIIEHHBIX
knuHuke Mb (ITepimuman P.E., Bapiasckas JI.41.). Pa3zBuBaetcst Mopgoiornueckast
nuarHoctuka, B 1951 1. oOHapyXeHbl KJIETKM OIyXOJu B JIMkBope rnpu Mb mo3-
xeuka y neteit (byprman I'.I1.), npu 3TOM ObLIa JOKA3aHA MX KU3HECITOCOOHOCTD!
B 1954 r. H.C. llneBako myOIMKyeT mepBbie AaHHBIE O peHTreHoTepanuu Mb
(MeaMaHa BbDKMBAEMOCTHM COCTAaBWJIA MPU XUPYPTUYECKOM JICYCHUU 6 Mec, a TIpu
KOMOMHMpPOBaHHOU Tepanuu — 3 rona). B tpymax T.O. @annep (1957) pacecmatpu-
BalOTCSl BOIIPOCHI MeTacTazupoBaHuss MbB (oTMedaercs, 4TO KpaHMOCIIMHAJIBHOE
MeTactazupoBaHue gocturaet 40%).

KpaiiHe J1100OIBITHA UCTOPUSI aHECTE3MOJOTUYECKOTO OOECIIeYeHMS y JCTeil.
B mepuon 1948—1953 rr. mpoucxoauT oOpaTHBINM TEepexon OT OOIIeT0 HapKo3a K
MecTHO#1 aHecte3un (¢ 12% k 92% onepauwuii)!
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Puc. 1.9. Walter E. Dandy Puc. 1.10. Mpocpeccop Puc. 1.11. Tpodheccop
(1886-1946) A.A. ApenaT (1890-1965) B.l. PocToukas (1919-2003)

«Bo epems onepayuu meduyunckoli cecmpe nopy4ansoch He moabko Haba0eHue 3a
cocmosiHueM nyabea, apmepuanbHoeo 0aeaeHus, ObIXanus, HO U 8MeHsAemcs 8 003aH-
HOCMb 0MBAeKaMb GHUMAHUE pebeHKa Ha UHmepecyroujue e2o membvl Uiy umenuem <...>
B nepuod ydanenus onyxoau y pebenka Hacmynaem u3zuonoeutecKuil cor be3 Hapko3sa,
npuUYUHA KOmMopoeo noka HeobsicHuma <...> Y nac ecmv ouenv ymenvie “cecmpoi-
CKA3UMenvHUuybl” , ¢ NOMOUbI0 KOMOPLIX onepauus npoxooum 6e3 HapKo3a abcoaomHo
cnokoiino» (UUT. 1o ApeHar A.A., 1954). U tonbko ¢ BHeapeHueM B 1961 1. sHmoTpa-
xeasibHOro Hapko3a H.®. Hukonaepoii u B.W. CanajablKMHBIM IPOUCXOAUT BO3BpAT
K O0llIelt aHeCcTe3un y eTeit.

Hecmotpst Ha HeCOBEPIICHCTBO METONOB HEHPOBU3yaIM3alliM, pa3pab0TaHHBIC
K 1957 r. BeHTpuKynorpadus ¢ Bo3ayxoM u maiionusioM (KombiioB M.B.), a Takxke
CKpYMyJIe3HOe U3ydeHne Bo3MoxxHocTel KpaHuorpadpum (ITomsukep 3.H.) mo3Bo-
JISIIA AOCTaTOYHO TOYHO IPOBOAUTH TOIMYECKYIO AMAarHOCTUKY omyxojeir 3UA
y IETEH.

Takum o6pazom, yxe K 1954 r. B MUHcTtutyTe
Helipoxupypruu uM. akan. H.H. bypnenko AMH
CCCP TtoabKo y aeTeit ObUI0 TTPOBeAeHO 0oJjiee
600 ycreuHbIX onepamuii 110 IIOBOAY OIyXOJiei
344 [2].

[IporHo3 rmpu moy4eHUn IMarHo3a «MemyJi-
Jio6y1actoMa» mo KoHiia XX B. ocTaBajicsl Kpaii-
He TevaabHbIM. Ho MHOrma mosiBIsUIMCh CO00-
IIEHUS O OOJBHBIX C JUIMTEJbHBIM MEPUOIOM
BepkuBaHus [177, 276]. B cBga3u ¢ 3tuM ObUIH
NPEINPUHATHl YCUJIUS MO U3YYEHUIO BIMSIHUS
Pa3IMYHBIX (PaKTOPOB HA MPOTHO3 BBIKUBAHUS
MalKeHTOB.

SBnsieTcsa oOLIeNTpU3HAHHBIM TOT (DaKT, 4YTO
Puc. 112. LLlyTouHbIii Wapx 13 apxupa MaKPOCKOIMHUYECKHU IIOJHOE YIAJEHUE OITyXO-

npod. A.A. Apenpara JIM BeIEeT K JIy4IIeMy IIPOTHO3Y IJisT OOJIBHOTO.
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ITporpecc xupypruyeckoil TeXHUKU (MCIOJb30BaHNUE OMNEPALlMOHHOTO MMKPOCKO-
a, yIbTPa3BYKOBOTO OTCOCA), aHECTE3WOJIOTUN U PEAHWMAaTOJIOTUN B 3HAYUTEb-
HOI CTENeHMu cKa3ajcsl Ha CHUXXEHUU OTNEPallMOHHON CMEPTHOCTU U TTOBBIIEHUU
PagVKaIbHOCTH YIAJICHUSI OMyXoiu. B mmeasre, 9TOOBI BEITIOJHUTH MaKCHUMAJIbHO
panrKaJbHOE yaaJeHUE OIyXO0Jau 0e3 MOsSIBICHUS OCOXHEHU, 9T 00JIbHbIE TOJIXK-
HBI OIIEPUPOBATHCS HEMPOXUPYProM, UMEIOIINM OITHIT yHoajeHMsT orryxoneit 3Ys
[29]. TeM He MeHee TOJbKO XMPYpPruyeckoe ynajleHue siBiaseTcs: HeadMEeKTUBHBIM
B JICUCHNM 3TUX OONBHBIX. B mcTopmueckoii cepnm KymmHra, ommy0oIUKOBaHHOI B
1925 r., u3 61 maumeHTa TOILKO 28 MOJYYMIM TIOCIIe OTlepalliy JJOKaJIbHOE 00JIyde-
HUE JIOXA yIaJeHHOU OIyX0JIM U TOJbKO 1 60ibHOI mpoxui 6ojee 3 et [36].

C cepenunbl XX B. neyeHue Mb ¢ ucnons3oBanuem JIT npeteprieBao usme-
HEHMSI, KOTOpPBIE B TIOCTCAYIOMIEM OTPaXKaIMCh HA YBEIMYCHUU BHDKMBAEMOCTH.
IIpu oO0aydYeHUM TOJBKO JioXKa yaajJeHHON omyxoau 10-JeTHsISI BbDKMBaeMOCTb
coctanisiia 5%. YuuThbiBast CKIOHHOCT M b K AucceMMHUPOBAHUIO 10 TUKBOPHBIM
MyTSIM, OBLJIO MPUHSITO PEIIEHUE O JOMOJHUTEIbHOM OOJYYEHUU BCEro MJIMHHUKA
CIIMHHOTO Mo3ra, ¥ 10-JIeTHsIsI BbKMBAEMOCTh yBeauumiaach 10 25%. Ilpu kpa-
HuocnuHanbHOM obiyyeHuu (KCO) c¢ yBenuyeHueMm 03kl OOJIYYEeHHUST Ha JIOXe
yhajeHHou onyxonu 10-yeTHsst obiiast BbkrBaeMocTh (OB) nocturia 53%. Crano
OYEBUIHBIM, UTO 1IEJIbIO0 OOTyYEHUS SIBSIETCS HE TOJIbKO JIOXEe YAaJIEHHON OMyXoJIu,
HO ¥ BCSI KpaHMOCTIMHAJIbHASI 00JIaCTh OT TTOJTIOCa JTOOHBIX JTOJIeil 1O KOHIA CTIMH-
Horo moa3ra [179].

KauectBenno mposeneHHast JIT siBisieTcss KpaeyroJdbHBIM KaMHEM B JICUCHUU
MenyiobnactoM. Tak, HecoOmoaeHue cpokoB Hayvazna JIT, cokpaileHue A03blI,
TepephIBEI B JIeYeHUN OoJiee 2 MHEW BeAyT K yXyOIIeHUIo mporHo3a [40]. SBnsgercs
o0IIeTTpU3HAHHBIM TOT (PakT, uyTo JIT mo/kHa HaUMHATHCS He To3Ke 4—6 HeJl TTociie
orepanuy 1 mpoaokarhes He 6osee S0 mHel, Tak Kak JajibHeHIIee MPOJIOHTUPO-
BaHWe O0JTyYeHHUs yXyamiaeT nporHos [40].

Ho JIT 6e3 cucteMHOIT XMMHUOTEpAITK B HaJIbHEUIIIEM TTPUBOIUT K BEICOKOMY
PMCKY pa3BUTUSI CUCTeMHBbIX MeTacTazoB [323]. Jlo 1990-x rr. nocieonepaurioHHas
kpannocnuHanbHast JIT ¢ mozamu B 36 I'p u 6yctom Ha 3YS mo 54—56 I'p mox-
HsIa 5-JIeTHIOI0 Oe3peunanBHYI0 BbkuBaeMocTh (BPB) u OB ¢ 0 mo 50—60%.
BriocnenctBum yBenuuyeHue BbikuBaemocTu eule Ha 10—15% ObLIO TOCTUTHYTO
3a cueT xumuotepanuu [174, 244, 323, 348]. Tem He MeHee CTAaHOBUJIOCh OUEBUI-
HBIM, 9TO 3HAYUTEIPHOE KOJMICCTBO BEDKUBIINX CTPANAIA OT CEPhE3HBIX OCIOXHE-
HUi, BKJIIOYAIOIIUX CHUXXEHNE KOTHUTHMBHBIX (DYHKUMI 1O 4 eAMHULIBI KO3 du-
mueHTa nHTeutekTa (1Q) B rom, morepro ciayxa, MOSIBIICHUE BTOPUYHBIX OITyXOJICH,
HapylIeHUe pocTa U APYTUX SHAOKPUHHBIX (DYHKIIMI, YTO BEJO K 3HAYUTEIbHOMY
CHITDXCHUIO KauecTBa XXU3HM. TaknmM o0pa3oM, Hadazach pa3paboTKa HOBBIX CTpaTe-
U 71 YAYYIIeHUsT BbDKMBAEMOCTU TIPU COKPAIIEHUM OTAAJCeHHONH TOKCUYHOCTHU.
B nepBy1o ouepenb CHIKEHUE 103 00JyYeHUS pacIIpOCTPaHIOCh Ha TAllMeHTOB 6e3
METaCcTa30B U C PamnKaIbHO yIAJCHHON OIMyXOJIbI0 — HAYaJoCh MPOBEACHNE CTpa-
TU(MUKALIMY TAIIMEHTOB Ha BBICOKYIO M CTAHIAPTHYIO TPYIINbI pucka. bt mpo-
BEIECHBI MCCIIEIOBaHUS, MCMOJIB3YyIole YMeHbIIeHHbIe 10361 KCO [220, 236, 240,
278, 326, 329, 348]. OngHaKO BbIXKMBAEMOCTh OOJIbHBIX CTAHAAPTHOIO pYCKA ITPOI0JI-
JKaJla yIydiaThest. Bo3aMOXHO, 3TO TTPOMCXOIUITIO Grarogapsi COBEPIICHCTBOBAHUIO
CTaaMpOBaHUS [IMOSIBIEHME MarHUTHO-pe3oHaHcHoit (MP) tomorpapuu (MPT)
C JIyJILIMM pa3pelieHueM, OlleHKa KJIETOK B JIMKBOpE|, UTO BEJIO K 0Opa30OBaHMIO
foJiee <«UKMCTBIX» TPYII «UCTUMHHO» HemeTtactatuyeckux MDB. BiaronpusitHble
pesyabrathl nsTriieTHeir BPB 1 OB 6os1ee 80% Oblu ToJy4eHbl TIpU OOJIyYeHUN
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B 103€ 10 24 I'p ¢ 6yctom Ha 34l no 54—56 I'p [c mpuemom BuHkpuctuHa (VCR)| u
nocjeayoolei moaaepKuBamlleil XuMuoTepanueit ¢ moMolipio uucriatiia, VCR
n moo nmomyctHa (CCNU) («ITakepoBckuil pexxnm»), 1160 mukiodochammma
[182, 245]. T'unepdpakioHpoBaHHas paguorepanus B 103e 36 I'p Ha KpaHuWO-
cnHaIbHYI0 och 1 60 I'p Ha 3US 2 pa3a B IeHb C MOCHIEAYIONIEH XUMUOTEpaITUeid
oKa3zajiach COTIOCTaBMMa I10 pe3yJibTaTaM C TPaaUIIMOHHON CXeMOIA.

B Hacrosiiee BpeMsl 3HAUNTEIBHBIN TIPOPHIB B JiedeHN MbB cBsI3aH ¢ MOJIeKy-
JIIpHO-TeHeTnYecknuMu uccienosanusiMu. B 2010 r. B boctoHe Ha MexXXTyHapoaHOI
KOH(MEepeHILIMY BIepBble ObUIO MPUHSITO PellleHWE O BbIACICHUU 4 MOJEKYJISIPHO-
TeHeTHIeCKUX Tpynm Mb, KoTopble pa3TnyaroTcs TeHETUUECKUMH MYTallUSIMU, X
MyTSIMU aKTUBAILINH, JeMOTrpacMIecKMMU MToKa3aTelIsIMI, KIMHUIeCKUMI UCX0a-
mu. bnaromapst mosiBieHUI0 MONEKYJISIpHO-TeHeThudecKux rpyrnn Mb ¢ 6maronpu-
SITHBIM MPOTHO30M CTaJI0 BO3MOXHBIM IOSIBJIEHUE B CTpaTU(MKALMU MallUeHTOB
TPYIIITBI HU3KOTO PUCKA, IJIT KOTOPBIX MEXIYHAPOIHBIC WCCIEIOBAHUST CTaBSAT
339 CHIDKEHUSI MHTCHCUBHOCTH XUMUOTeparnuu (0ojee KOpoTKast M1 MeHee TOK-
cuaHasi) u cHukeHus 103 JIT.

MHoro Hagexn Bo3jaraercsl Ha NMpUOJIMKAIOLIYIOCS 3Py TapreTHOM Tepamnuu.
DT McClIeNoBaHNS HATIPSIMYIO 3aBUCAT OT ITOJIYIeHUST TOYHBIX MBIIITWMHBIX MOZEIeH
Pa3IMYHBIX MOJIEKYISIpPHO-TeHeTHIecKuX rpyrmm MbB. Brneuatnstomnme pe3yiabTaThl
npuMeHeHust Sonic Hedgehog (SHH) maru6bmuropoB B 1a00OpaTOPHBIX YCIOBUSIX
U Yy eIMHUYHBIX MalUMEHTOB CTUMYyiaupoBanu mepexon K III daze xkimHuyeckux
nccaenoBauuii [34, 207, 229, 288]. Tem He MeHee Ha JKUBOTHBIX MOJICIISIX BEISIBIICHA
3aJiepKKa pocTa B pe3ybTaTe BO3NACHCTBUS TApreTHBIX MPEIapaToB, B YaCTHOCTU
IGFR1-P13, yTo HE0OOXOAMMO COIOCTABUTDH C AHAJIOTUYHBIMU OCJIOXKHEHUSIMU TIPU
TpaIULIMOHHBIX MeToIax jedyeHus [127].

3a cBoro 100-1eTHIO KcTOpUIO JeyeHuss Mb nepenuiu u3 paspsiia Heu3aeuyu-
MBIX 3JI0OKQYeCTBEHHBIX 3a00JICBAHUI B TPYIITy OIYyXOJei, ¢ KOTOPHIMH YIalloCh
noctuub 80—90% Imoka3areieil BBDKMBAEMOCTH, HO 0 CUX IIOP OCTaeTCsl MHOIO
HEpEeLIEHHbBIX BOIMPOCOB, CBSI3aHHBIX C ICYEHUEM CaMO CII0XKHOM I'PYMIIbI MallMeH-
TOB — BBICOKOM Tpymnmbl pucka (puc. 1.13).

1950 Xupyprus + 06ny4yeHve 344 > 5%

1960 Xupyprus + obnyyernme 344 + spinal cord > 25%

1970-1990  Xupyprusa + KpaHMoCnunHaneHoe o0bny4eHune + I:') 50-60%
6ycT Ha 344

1990-2015  Xupyprus + KpaHMOCNUHaNbHoe o6y4veHne + I:'> 70-80%
6ycT Ha 344 + xummoTepanus

/\

MoHumaHue [locTnXeHus B n3yvyeHnu
oTAaNeHHbIX MocneacTBuiA mopdponorum
— Hesponorunyeckue nocnefcrems — ImMmyHorucToxumms
— KOrHUTUBHbIE HapyLLEHNs — MonekynsapHas reHeTuka

— OHJOKPVHHbIE HApyLUEHWs
— HapyLuexus cnyxa u T.4.

Puc. 113. 3sontouus neveHns meaynno6nacTom
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B snoxy PeHeccaHca Mbl, HaKOHEll, MOJYUYMJIN peaibHble 3HaHUSI 00 aHATOMUU,
TaKOM, KaKasi OHa CyIIIECTBYeT B 3KM3HMU, a HE KaK HaIlMCaHO B yCTAPEBIINX U HETOU -
HBIX IpeKo-puMckux Tekcrtax. XVII B. 3a710Xui1 HaydHble OCHOBBI B MEOUIIMHE,
¢usuonorun u xupypruu. XVIII B. mpuHec HaM XUpypros, KOTOpbIe ObLIN OoJiee
aKTUBHBIMU U UHHOBaLIMOHHBIMU. XIX B. 03HaMeHOBAJICSI pa3BUTHMEM aHECTE3UM,
AHTUCENITUKA U HEeUpo(dU3MOIOTUM W TIEPBHIM TMOHMMAHUEM IIATOJIOTMYECKUX
OCHOB OITyXOJIEBBIX 3a0oseBaHuil. XX B. Jajl Jydlllee XMpypruieckoe o0opymaoBa-
HHUE, CTepeOTaKCUUECKUE YCTPOICTBA, KOMIBIOTEPHYIO U MAaTHUTHO-PE30HAHCHYIO
ToMorpaduio, maibHellee MOHUMaHUe (DU3MOJIOTUM W TATOJOTUM TOJOBHOTO
Mo3ra, 1 B yacTHocTu oryxosieit 3U4. XXI B. mokasaj, 4To JajibHeilllee pa3Bu-
THE MOXET WATH TOJBKO IO IyTH KOMOWHWPOBAHHOTO JIEYEHUS] C TPUMEHEHM-
€M CTepeOTaKCUYECKOIo OOJIyUeHHUSI, XMMHUOTEpAllMi U TapreTHHIX MPeIaparoB.
Heiipoxupypru cienyoolIero mokoyJeHus OyayT oxapeHbl (G POBbIMU TEXHOJIOTH-
SIMM M KOMITbIOTepamMu. M, TeM He MeHee, y 10001 XUPYPTUM €CTh Mpenesl: HUKOTaa
HE CTaHET BO3MOXHBIM TOTaJIbHOE ynajieHue Nuddy3HON OMyXOJM CTBOJIA WU
Menyio0JiacToMbl ¢ nHGUAbTpanueii B 1Ho IV xxenynouka. JlaabHeliee pa3BuTue
HEPOOHKOJIOTUH BO3MOXKHO TOJILKO Ha IyTH U3YYeHUs] OMOJIOTUN 3TUX OITyXOJeit
U CO3IaHMSI CPEACTB, BIUSIOIIMX Ha KaHIIEpOTeHe3.
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JMAAEMUONOrna n CUHAPOMOoIIorug

MDb gBisieTcss IepBUYHON 37T0KAYECTBEHHOU OMyXOJbI0 MO3Xe4YKa U HauboJiee
PacIpOCTPaHEHHOM 3JI0KaueCTBEHHOM OITyXOJIbl0 IETCKOro BO3pacTa, COCTaBJISs
ot 12 1o 25% Bcex omyxoJieii LieHTpaibHO# HepBHOI cucteMbl (LIHC) y nereit, Ho
KpaiiHe peaKo BCTpedaeTcsl Y B3pOCibIX, coctaBiiss yub 0,4—1% (puc. 2.1) [98,
131, 195, 279, 291, 334]. T'uctonornuecku Mb BxomuT B TpyIiy 3MOpHOHATBHBIX
onyxoJeii [196]. BcTpevaeTcs B 1l000M BO3pacTe OT BHYTPUYTPOOHOTI'O A0 MOXKUIOTO
¢ TMKoM Mexxny 4 u 8 rogamu, damie y Manbunkos (1,3/1-2/1) (puc. 2.1) [13, 98,
161, 195, 214, 279, 291, 349].
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Puc. 2.1. Kpusas Bo3pacTHOro pacnpegenerns mefynnoonactom. Co6CcTBeHHOE HabnoLeHne

Yacrora BosHukHoBeHust MB y neteit ot 0 no 14 net B EBpone cocrasisiet 6,5 Ha
1 miH mereit B rox [32, 260]. B CIIIA exeroaHo nuarHoctupyercst okojo 540 ciy-
yaeB Mb, uro cocrasiusier 1,6 cityuast Ha 1 mutH mereit [287].

K ¢daxropam pucka passutusgs Mb oTHocsATCS BupycHasi MH(MEKLIUsT BO BpeMs
oepemenHoctr [100], yBenmmueHHasT Macca Tejla Intoma Ipu poxkaeHuu [139], Bo3-
JIEICTBME CBEPXHU3KOYACTOTHBIX DJIEKTPOMATHUTHBIX TOJei, nectuuuaoB [337].
HexoTophle MccienoBaHnusT BRIIBUJIN JOCTOBEPHYIO B3aMMOCBSI3b IpreMa (ose-
BOI KUCJIOTBI CO CHUXKEHMEM pUCKa Pa3BUTUSI SMOPUOHANILHBIX OMYXOJIeil y aeTeit
[58, 331].

C MOBBILIEHHBIM PUCKOM BO3HMKHOBEeHMSI MbB CBsI3aHBI TaKue CUHIPOMBI, KaK
cuHapoM ['opinrHa (CHHIPOM HEBOMIHOM 0a3aTbHOKJIETOYHOMN KAaPLIMHOMBI), CHTH/I -
poMmbl Typkora, JIu—®paymenu, Pyouninreitna—Teiiton, Jlyu-bap (arakcun-rtese-
aHTMOAKTAa3MN). B TO ke BpeMsI 3TUOJIOTUS 3TOM OITyXOJIN Y OOIBITUHCTBA OOJTBHBIX
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HeusBecTHa [195, 343]. JluarHocTuKa 3TUX CUHAPOMOB UpEe3BbIYalfHO BaxkHa, TaK
KakK y TallMeHTOB TIOBBIIIIEH PUCK PA3BUTHSI IPYTUX OITyXOJIel; B 30HE PUCKa TaKXKe
HaXOJSITCSI POICTBEHHUKM OOJIbHBIX, IIO3TOMY TaKKME CEMbM HYXIAIOTCS B T€HETH-
YeCKOM KOHCYIbTUpoBaHUM [334].

I'enernueckue Mytanuy B Mb B OCHOBHOM 3aTparumBalOT TaKue CUTHaJIbHBIE
mytu, Kak SHH, Wingless (WNT), Notch.

Cunopom Topauna, BiepBble OMUCAHHBIN aBTOPOM B 1960 T., sIBJIsIETCS ayTOCOM-
HO-JIOMMHAHTHBIM 3a00JI€BaHMEM, XapaKTEePU3YIOIIUMCS HapYIIeHUEeM TCUXOMO-
TOPHOTO Pa3BUTHS M IPEAPACIOIOXEHHOCThIO K 0a3aIbHOKJICTOYHBIM KapLIMHO-
MaM, KUCTaM YeTIOCTU U IPYTMM KOCTHBIM aHOMAJIUSIM, pabaroMuocapkomam 1 Mb
[7, 73]. I1aleHTHI UMEIOT TOBBILIEHHYIO CKIIOHHOCTb K TAKMM aHOMAJIUSIM pa3BU-
THSI, KaK U3MEHEHUs pedep, MMPOKUl pa3pes mia3, Kaabln(UIINPOBAHUE TypaTb-
HOM CKJIaJKM, JIAAOHHBIE M ITOAOILIBEHHbIE yrIyOaeHus. JluarHocTuka CUHIpoMa
lNopmuua y manuenToB ¢ Mb 4upe3BpluaifHO BaxkHa, TaK KaK Yy HUX 3HAYUTEIBHO
MOBBILIEH PUCK Pa3BUTUSI 0a3aJIbHOKJIETOUHBIX KapLIMHOM B roJjie o0ayueHust [334].

[Ipu stom cuHmpome umeercss mytauusi B reHe PTCHI B 9-ii xpoMocome,
KOTOPBII SIBJISIETCSl YacThio curHaiabHoro nytu SHH, u nmoreps ¢dyukuuu PTCH
B pe3ysbTare Myrtanuu HapyiiaeT padory SHH-kackaga. SHH/PTCH-nyTh KOH-
TPOJUPYET HOPMaJbHOE Pa3BUTUE HAPYKHOTO 3epPHUCTOrO CJios Mo3xkeuka [355].
MyTtanuu B aToM 1yt oO6HapykeHbl B 30% Bcex criopamnyecknx MbB, ocobeHHO
yacto npu aecmoruiactuyeckoM tune. SUFU (Human Suppressor of Fused) —
npyroit yaactTHUK SHH-curHampHOTO IMyTH, €ro MyTalys TaksKe TOBBIIIAET PUCK
pa3BuTus aecmoruiactuueckoit Mb y nmereit [324]. SHH-kackang — 4ype3BbluaiiHO
MOIITHBI MUTOTEH IIJIsI KJIETOK HAapY>KHOTO 3€PHUCTOTO CJIOSI MO3XeukKa, U3 KOTO-
PBIX TIPEAIOIOXUTEbHO pa3dBuBatorcst Mb [334].

Cundpom Jlu—Dpaymenu XapakTepu3yeTCsl TOBBIIIEHHBIM PUCKOM pPa3BUTHS
TaKUX OIyXOJIei, KaK capKoMa, paK MOJIOYHOM kejie3bl, MoMbl, MbB, neiikeMust,
U CBsI3aH C MyTaluelt reHa-cymnpeccopa 7P53 B nokyce 17p. T'en TP53 siBnsgercs
OIIHUM M3 BaXKHEWIIMX I'€HOB-CYIIPECCOPOB Mpoudepauy KJIEeTKI, OTBETCTBEH-
HBIX 3a 3aBepIIcHHEe MHUTOTHYCCKOTO IIMKJA. JIrobast ceMbsl, B KOTOPOU OBLIO
HECKOJIbKO CJIy4aeB pa3BUTUSI Pa3HBIX 3JI0KAY€CTBEHHBIX OMYXOJIei, TOJKHA OBITh
o0OcJieoBaHa Ha TpeMeT Hamuust Mmytauuu reHa 7P53 [7, 334].

Cundpom Typxoma. CoueTaHue paka IMPsSMON KUIIKHU C OMYXOJbIO TOJOBHOIO
Mo3ra BriepBbie onurcaHo Kpaitiom B 1949 1., Ha Hac/lIeACTBEHHbBIN XapakTep 3TOM
B3aMMOCBSI31 00paTusl BHMMaHue TypkoT B 1959 r., ¢ Tex mop coyetaHue OMyxoju
MO3Ta ¥ KOJIOPEKTaJIbHOTO TMOJUIO03a HAa3bIBAlOT cuHApoMoM Typkorta. CuHIpom
BCTpeYaeTcsl peAKO, ONMCAHO OKOJIO COTHU HaboneHuii [7, 138]. Dtu noam umMeroT
MTOBBIIICHHYIO CKJIIOHHOCTh K TTIOPOKaM Pa3BUTHSI, PA3BUTUIO ITTOJHUIIOB TOJICTOM
KUILIKHA, KOTOPbIe HEM30EXKHO IMPOrPEeCCUPYIOT B KOJOPEKTAIbHYIO aleHOKapLIM-
HOMY, €CJIM KUIIKA He yHalsieTcsl, 1 UMEIOT TOBBIIICHHBINA pUcK pa3Butus Mb u
[JIMOOJIaCTOM.

Cunzapom cBsi3aH ¢ MmyTaumeil reHa APC, KOTOPHI SIBISIETCSI MHTHOMTOPOM
curHanpHoro mytu WNT — npyroro momHoro LIHC-mutorena. APC dopmupyer
IIPOTEMHOBBIN KOMIICKC C [3-KaTeHUHOM, 1 aktuBaumst WNT-1ryTn BeeT K yMeHb-
LIeHUIO aerpagalnuu B-kateHuHa [330].

Axmueayus Notch-nymu BeneT K YBEJIMYEHUIO TPAHCKPUIITOPHBIX (DAKTOPOB
HES1 u HES5. Dkcnpeccust HES1 cBsizana ¢ mioxum nporHosom npu MbB [96].
B xceHorpacdmyeckx Moaeasix THruoOUTopsl Notch BBI3BIBAIOT allONTO3 M YMEHbB-
LeHue npoaudepanuun kiuetok [137].
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