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NMPEANCNOBUE

KpannodaprHruoMsl — ONMyXoJM XMa3MalbHO-CeJ-
JISIPHOY 006J1aCTH, Pa3BUBAIOIIMECS 13 SMOPHOHAIBLHOTO
anuTenus, — Gojiee CTOJEeTHUsI BBI3BIBAIOT OCOOBIN MH-
Tepec HeHpOXUpypros. B cBsA3u ¢ J0OpOKayeCTBEHHOM
NIPUPOJIOH U JIOKaIM3aleil B Haubosiee CIOXHOM aHa-
TOMUYECKOW 006JIaCTH y/aleHue 3TUX OIyXOJel Impes-
CTaBJIsIeT YBJIEKAaTeJIbHYIO U OZIHOBPEMEHHO OYeHb CIIOXK-
HYIO ¥ PUCKOBAHHYIO 3a/1a4y.

Jlo Toro Kak i yianeHus KpaHHOaprUHIHOM CTa-
JIY MICTIOJTb30BATLCSA XUPYPrIdeCKUiA MUKPOCKOI ¥ COOT-
BETCTBYIOLIMI WHCTPYMEHTApUH, Pe3ylbTaThl MOMBITOK
UX pPaZIuKaJbHOTO yZaJeHus ObUIM pa304apOBBIBAIO-
VMU U3-3a BHICOKOW CMEPTHOCTU M YaCTOTHI TSKEJTbIX
ocokHeHUH. [laxke 3HaMeHUTbIN KyIuHr, oauH 13 nep-
BBIX, KTO CTaJ YJaJATh KPAaHHMOQPAPUHIMOMBI U MMeJ
HauOONBINNI OMBIT WX JIeYeHUs, Ha3biBam KpaHuoda-
punruomsl «the most formidable intracranial tumorss
(Hanbosee «HENPUCTYMHbIE» UHTPAKPAHUAIbHbIE OIY-
xonu). B ero moHnMaHuu npob6iema JeueHus: KpaHHUO-
(dbapuHTMOM — 3TO BBI30OB Il HEMPOXUPYPra.

C ucnosnb30BaHMEM MUKPOXUDPYPIUYecKOH, a 3aTeM
¥ SHIOCKONUYECKON TeXHUKH AJS yaleHdus KpaHWO-
bapuHI1oM, COBEpIIEHCTBOBAaHUEM JUArHOCTHKHY, pa3-
pabOTKOI MPUHLUIIOB MHTEHCHBHOW Tepanuu U psija
OPYTUX HOBALMA Pe3y/bTaThl JIeYeHUS 3TUX OIMyXoJel
CyIIeCTBEHHO YAyYIIMJINCh. B TO ke BpeMsl OCTaeTcs
elre MHOTO [IOKa He PelIeHHbIX NP0o0JeM, 0COOeHHO Ipu
peLuarBax ONyXOJH.

CuTyanus pafiuKaJbHO U3MEeHUIach, KOrja pH yza-
JIEHUY TPYOHOLOCTYIHBIX OMyXOJeH CTaad NPUMEHSATh-
sl MUKPOCKOII ¥ COOTBETCTBYIOIIUI UHCTPyMEHTapUIl.

Mukpoxupypruveckoe yzianeHue KpaHuopapuHIIOM
CTaJIo TOW Npo6IeMOid, KOTOpast IIyOOKO 3aMHTEpecoBa-
Jla MeHs TOJIBeKa Has3aJ ¥ MPOJOJDKAeT MHTEePecoBaTh
B HacTosiIee BpeMsl.

3a 3TOT IepuoJ; MHE «II0CYACTINBUIIOCH> IPOOIIe-
pupoBath He MeHee 1500 GONBHBIX ¢ KpaHuodapuH-
TMOMaMy, KaK MepBUYHBIX, TaK ¥ PU BOBHUKHOBEHUHU
pernuzanBOB. IIepBOHAYAIbHO MHOM PyKOBOAMIIA YOex-
NEeHHOCTb, YTO paZiKajJbHOE MUKPOXUPYPTUYECKOe
yZajeHue KpaHMOQAPUHIMOM — KIIOY K peIleHHI0
npo6semMbl. OTHAKO HAKOIUIEHHBI 32 MHOTHE IeCATH-
JIeTHSI OIBIT OKA3aJICs JJaJleKO He OJHO3HAYHbIM. Y/IOB-
JIeTBOPEHHe U Ia)ke SHTY31Ua3M, BbI3BaHHbIE YCIIEIIHbIM
yaajeHueM, Ka3aaoch Obl, HeonepabebHBIX OMyXOJIeH,
CMEHSIUCH Pa304apOBaHUEM U YyBCTBOM OeCCHIIHSA 110-
Cjle Heyzay, Cepbe3HbIX OCIOXHEHUIH U Haxe CMepPTH
OOJbHBIX.

C rozmamu NpuIIo yoexieHre, 9YTo XUPyprus, Jaxe
camasi CoBepIleHHasi, He MOXXeT PelIUTh Bcex Mpobiem
niedeHusi OOJIbHBIX ¢ KpaHuopapuHruomamu. K mozmo6-
HOMY yOeXIeHWI0 MPHILIO OOJBIIMHCTBO XUPYPrOB,
3aHMMAaBIINXCS XUPYPrUYecKUM JieueHreM KpaHuoda-
PUHTHOM.

K cyacrbio, 0lHOBpeMEHHO C COBepIIEHCTBOBAaHUEM
IOWArHOCTHKY, XUPYPrUYecKO! TeXHUKH, METOZIOB TI0CIe-
OIEpalMOHHOTO JieYeH!s] ¥ KOPPeKLUY HapyLIeHHbIX 3H-
TDOKPUHHBIX QYHKIMI CTaJl YCIeIHO Pa3BUBATHCS METO
3¢ eKTUBHOTO JiedeHrs He TIONTHOCTBIO YaJIeHHBIX WU
PeLyIMBUPOBABIINX OMYyX0Jel C TOMOLIBIO CTePeOTaKCH-
4eCcKH OPUEHTHPOBAHHOTO POKYCPOBAHHOTO 00JTydeHH 1.

B 2005 r. B MHCTUTYTe BIIEPBbIE B CTPaHe ObLT CO3/aH
[IeHTP PaJIMOXUPYPTUU U JIy4eBOH Tepanuu, B KOTOPOM
A7t 06JIydeHusi OMyXOJIei CTaly MCIOoIb30BaTh HAMOO-
Jiee COBepIIEHHbIE YCTaHOBKU «[aMMa-HOX» U «Kubep-
HOX», 3JIEKTPOHHBIN yckopuTens «Hopanuc». U 3a Ko-
POTKUi1 TIepro/; ObI HAKOIUIEH BIEYAT/ISIONIMN OIBIT
nedennss 700 GONMBHBIX, YOEAUTETBHO A0KA3aBLINIA, YTO
Pe3yJIbTaThl, MONyYeHHbIe OCIe 00Jy4eHusT He MOJTHO-
CTBIO yIaJIeHHOH OMyXOJIM, PaBHO3HAYHBI TOTAJbHOMY
yZaJIeHUIO.

CrenyoomuM BaXXHBIM IIAaroM B COBEPLIEHCTBOBA-
HUU DPe3yJIbTaTOB JiedeHUs KpaHUOQapuHTHOM ObLIO
UCIOJIb30BaHKe TpacceHOUATbHOTO MeTo/la UX yza-
JIeHWs], CHaYaja MUKPOXUPYPrUYecKoro, a 3aTeM U 3H-
IOCKOIIMYeCKOro.

C rogaMu B MHCTHUTYTe HAKOTUJICS YHUKATbHBIH OIBIT
JiedeHrsl ALMeHTOB ¢ KpaHMOpapUHTUOMaMH, KaK Jie-
Teil, TaK U B3pOCIbIX (0kos0 4000 HabMO/IeHNIA), CyIIle-
CTBEHHO IPEeBBIIAOIII ONbIT APYTUX KJIMHUK, 3aHAMA-
IOLIMXCS JIeYeHNeM TalleHTOB ¢ KpaHUOdapUHIMOMaML.

B pasHble mepuozbl TPOU3BOVIICS aHAINU3 JIeYeHus
OOJBIIMX TPy OOJbHBIX, JIeYeHHBIX Pa3HBIMU METO/[a-
mu. Tak, B 1992 r. B.I1. MaTBeeB Ha MaTepuase 346 Ha-
OJII07IeHNI OLIEHUIT TIPEMMYIIeCTBA MUKPOXUPYPruiecKo-
T0 yZiasieHus1 KpaHMO(apruHIUOM, B pe3yJIbTaTe KOTOPOro
6oJee yeM B 2 pa3a yBeIMYMIaCh PAIUKAIBHOCTD yaasie-
HUS ¥ CYIIeCTBEHHO CHU3HMJIOCH YHCJIO PeLUUBOB.

B 2000 r. JX.B. CemeHOBa mpoaHanu3upoBasa 3¢-
($eKTUBHOCTh TPAaHCKPAHUAJIBHOTO MHUKPOXHMpyprude-
CKOTO yZianeHus KpaHnopapuHruoM (y zeteid 1 B3poc-
7bIx) 3a nepuoz 1987-2000 rr. (512 HabmroneHwid).

B 2010 r. 6bUIM TOABITOXXEHBI Pe3yJIbTaThl KOMOU-
HUPOBAHHOTO JIeUeHNUs [ieTell ¢ KpaHMOpapUHTHOMaMuU
(300 HabmOzEHMIT) € UCTIOB30BaHUEM CHOKYCHPOBAH-
HOTO 00JIyYeHHUsI.

Mpeancnosue
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B 2023 r. mopBeny UTOTH pe3yJbTaToB TpaHC(EHO-
U/JaIBHOTO 3H/IOCKONMYeCKOro yzaneHus KpaHuoda-
punruoM (320 mauueHToB). B 2024 r. npezncTasieHbl
pe3ynbTaThl JedeHns kpaHuodapuHruoM (398 mauueH-
TOB) y B3POCJIBIX C MCIOJIb30BaHNEM Pa3HBIX METO/IOB.

B HacrosimeM u3ziaHuU cobpaHsl JaHHble 06 3¢ dex-
TUBHOCTU Pa3HBIX METOJOB JledeHUs KpaHHodapuH-
ruoM. HekoTopble U3 HUX CO BpeMeHeM IOTePSIIU CBOO
[IeHHOCTb, T€EM He MeHee MbI CYMTAeM Ba)XKHBIM YIIOMs-
HYTb U O HUX, TIOCKOJIBKY ITPOSIBJIeHHe KpaHHOpapuH-
TMOM KpaiiHe pa3HO0Opa3HO, HepeJKO BO3HUKAIOT He-
00ObIYaIHO CII0XHbIE KIMHIYECKHe CUTYalluK, 0COOEHHO
y GOJIBHBIX € PeLUAVMBUPYIOUIMMU KPaHUOpapUHTOMa-
MU, ¥ 3HaHUe O BCeX BO3MOXHBIX CIIOCOOAX MOMOYb Ia-
IIMEHTY MOXKET 0Ka3aThCsl HeOOXO/IMMbIM.

OnHa u3 Hanbosee 3HAYMMBIX 0COOEHHOCTeN KpaHUO-
dapuHroM — coveranue 10OPOKaveCTBEHHOH IPUPO-
Ibl OIyXOJIM C HEBO3MOXKHOCTBIO €€ TOTAJILHOIO yraje-
HYA 0pU UHQUIBTPALUK OMYXOJIbIO KM3HEHHO Ba)KHBIX
CTPYKTYp (TUIIOTaJIaMyC, 3pUTeJIbHbIe IIyTU, COCYABI).

BonbHbIe ¢ He MOJHOCTBIO y/aJeHHbIMUA OIyXOJIAMU
MOTYT IIPOZI0JIKATh XKUTb Ha NIPOTXKEHUU AeCATUIeTUH.
MezsieHHOe HeyKJIOHHOe IIpOorpeccpoBaHue 3a60seBa-
HUS CONPOBOXZAeTcs HeM30eXHBIMU OCJIOKHEHUAMH,
TPeOYIOLIMMU XUPYPruiecKoi KOPPeKIUH.

HemnpaBuibHO BBIOPAHHBIN METO/| JIe4eHHsI B CAMOM
Hayase 60JIe3HN MOXeT CTaTh NPUYMHON Pa3HOOOpa3-
HBIX, IOPOY HEOXXUAHHBIX OCIOKHEHUH.

B cBA13U € 3TUM MBI CUUTAIX BaXXHBIM HE TOJIBKO IO-
NIeJIUThCA IOCTVKeHUAMH, HO U PaccKka3aTh 0 Heyzauax
Y JlaXKe TparmyecKrx MCXoZax HeZIoCTaTOYHO MPOoAyMaH-
HOT'O JIeYyeHusl.

MpbI HazeeMcsl, YTO 3TO PYKOBOACTBO, HAaNKMCaHHOE
KOJIJIEKTUBOM COTpyAHUKOB HMUILI Helipoxupypruu
uM. axaj. H.H. BypraeHko, 3auHTepecyeT He TOJBLKO
HeMpoXUpypros, HO U HEBPOJIOTOB, 3H/IOKPHUHOJIOTOB,
CIIeLlMaJuCTOB UHTEHCUBHOM Tepaluy U IPYTUX crelua-
JIICTOB.

B HamucaHWM U3/jaHUS TPUHUMANK y4actie GO0Jib-
I110e KOJIM4eCTBO COTPYAHMKOB Pa3HbIX OT/leJIeHUH U J1a-
6oparopuii uncrutyTa (uentpa). Ocoboe MecTo B Heii
3aHUMAIOT CChUJIKM Ha KJaCcCUYecKylo, B MOeM ITOHHUMa-
HuM, paboty B.B. I'pexoBa (ZOKTOPCKYIO IMCCEPTALMIO),
MOCBAILEHHYIO U3y4eHNI0 aHaTOMUYeCKUX U TUCTOJIOTH-
JecKUX BapuaHTOB KpaHuodapuuruom. K coxanenuro,
3TH pe3yJbTaThl He ObUIM CBOEBPEMEHHO ONyOIMKOBa-
HBI, B CBSI3U C YeM MbI TOCYMTAIM ONpaB/JaHHbIMU MHO-
TOYHMCIIeHHbIE CChIIKY Ha COOPaHHBIN aBTOPOM YHUKAJTh-
HBII MaTepuar.

Konosainos Anekcanap Hukonaesuy,

I-p Meql. HayK, npodeccop,

akazemuk PAH, Helipoxupypr,

no4deTHbIN npesusieHT PTAY «<HMMULI Helipoxupypruu
uM. akaza. H.H. Bypaenko» Munszapasa Poccuu
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FMcToreHeTUYECKMe 0CO6eHHOCTU

KopwyHos A.I., Pbixxosa M.B., LluwkuHa /1.B., CemeHosa XX.b., KoHosasnos A.H., KymuH M.A.

21. SMBPUOrEHE3 rTMNO®U3A

Tunodus bopmupyeTcsi U3 JBYX OT/AENbHBIX JKTO-
JlepMaJIbHBIX 3aKJIaZIOK, KOTOPbIe MO3/iHee 0ObeIUHSIOT-
cs (puc. 2.1). B 1838 r. Rathke foka3zain, uto B mepuop
aMOpUOreHe3a 13 MepBUYHOI POTOBOIA TPyOKM 06pasy-
eTcsl MeIIKOOOpa3Hoe BhIMAYMBaHue (BIOCIECTBUY Ha-
3BaHHOe KapMaHOM PaTke), 13 KOTOpOTro B JaJibHeHIeM
Pa3BUBAIOTCA TEPeNHSAS A0S TUIIOPH3a U KeJle3UCThIe
KJIETKH, PacIIOJIOKeHHbIe B/OJTb Iieny runodusa [1].

Kapman PaTke Bo3HUKaeT KaK 3KTOZlepMajbHblid BbI-
POCT CTOMOZIEaJIbHOTO YrinyOseHust (MepBUYHON POTO-
BOW TIOJIOCTH), PAacCIOaraeTcsi BAOJb CPefHeld JUHUU
M pacTeT 110 HANpaBJIeHUIO KO IHY IPOMEXYTOYHOTO
mo3sra (puc. 2.2).

[TepBble npusHaky GOpMHUpOBaHMS KapMmaHa PaTke
HOSABJISAIOTCA HA 21-# eHb SMOPUOHAIBHOTO Pa3BUTHS.
[lpyras 3akjazika runo¢pusa npeacTaBisier coboi yriy-
GreHre BOPOHKH, KOTOpasi 06pa3yeTcsi B IHe TIPOMEIKY-
TOYHOTO MO3Ta. DTa TKaHb TAK)Xe FIMeeT HKTOZepMasib-
HOEe MPOHCXOXX/IeHNe, HO ee TUCTOJIOTUYECKOe CTPOeHHe
BCJIE/ICTBYE BO3HUKHOBEHUS 13 HEPBHOW TPYOKH OTIH-
YaeTcsi OT CTPOEHUS ee SMUTeNTUAIbHOM YacTu, 06pasy-
IOIIlelicsl U3 BBICTMIJIKM KapMaHa PaTke. VI3 HelipaibHOrO
BbIOyxaHus creHKH 111 JKesyouKa pa3BUBAIOTCS BOPOH-
Ka, cTebesnb U 3a/1HsAsA 1071 TUIopu3a.

B nanbHeiimeM kapMmaH Parke yAnMHsETCS, U ero
KOHel| 0YeHb OJIM3KO TMOAXOAUT K UHPYHAUOYNAPHOMY
OTpPOCTKY. T'Mnodu3apHbIii X0/, COeUHSAIOMMNA KapMaH
Parke ¢ pOTOIJIOTKOH, TOZBEPraeTcs peAyKINyY, U3 31H-
Tenus, obpasyromero kapman Patke, popmupyercs me-
penHss goins runodusa [2].

Mexny nepezHeii v 3agHel nojeit Gopmupyercs mMe-
KyTouHas fojs runopusa. Y meTeil MexyTodHas OIS
runodu3sa npezacTaBasieT cOOOU MOJOCTH IIeNeBUTHOM
($OpMBI, BBICTIIAHHYIO OHOCIOWHBIM, pexke MHOTOCJION-
HBIM, KyOUYeCKUM WJIH LMJIMHAPUYECKUM, HHOT/IA Mep-
[[aTeJIbHBIM 3IUTereM. Y B3POC/IBIX 3Ta Iesib IpeBpa-
IeHa B OT/e/bHbIe HeOOJIbIINe PyJMeHTapHbIe KUCTbI

naBa 2. [MCTOreHeTMYeCKne 0COHEHHOCTH

CO CTEHKaMH TOH Ke CTPYKTYpbL. MeXzy Kucramu pac-
TMOJIATAIOTCS OTAENbHBIE KJIETKH JKeJIe3UCTOTO SIUTeNHs
nepezHel nonu runodusa.

[Tonocts KapMaHa PaTke B MOCTHATaJbHBIN MEPUOL
OCTaeTcsi B BUZie y3KOH ey, TPOHUKAIONIEN B HOXKY
runo¢usa. YacTb KJIeToK KapMaHa PaTke coxpaHseTcs
B HMOPHOHAIILHOM COCTOSIHMM Ha BCEM MPOTSKEHUH TH-
nodu3apHOro xoza MO0 B CAaMOM THIIOpH3e.

B HOpMe KOMIUIEKChI SMOPUOHAIBHOTO 3MUTENHS
BCTpevaTcs B MHQYHAUOYM0-THnodpu3apHoii obractu
B 30-34% cny4daeB [2-5]. Kaxzoe oTiiemnieHe cocTo-
UT U3 CKOIUJIEHUH 5-15 KpPyNHBIX 3MUTeIUaIbHbIX Kile-
TOK IIOJINTOHAIBLHO!N GOpPMBI. B THITMYHBIX C/Iydasx OHO
OKpYIJIO¥ GpOpPMBI, OKPY)KeHO 000/IKOM U3 KJIETOK, pac-
MOJIOXKEHHBIX B BUZIE MAJMcaza, B IPYTUX CIydasix OHO
COCTOUT W3 CKOIUIEHUH OZHOPOZHBIX KJIETOK W B Tpe-
TBUX — U3 IJIOCKOTO SIUTENHS.

Kpowme Toro, Kiyono u Carmicheal [3] 6bu1a orme-
YeHa HeOJHOPOJHOCTh KJIETOYHOT'O COCTaBa 3TUX CKO-
IUIeHWH B 3aBUCHUMOCTH OT JIOKanu3anuu. Ha mecte
penyLUMpOBaHHOrO TIUO(U3apHOrO XOAa CKOIJIEHUS
3MOPHOHAIILHOTO 3NUTENUS COCTOAT U3 IIOCKOTO de-
IIy9aTOro 3MUTEJNHS, TOTAA KaK B UHYHAUOYISAPHOM
006J1aCTH OHYM COXPAHSAIOT CXOZCTBO C YMOPHOHATBHBIM
3MUTeNNeM NePBUYHON POTOBOM nomoctu. Komiiekcsl
3MOPHOHAILHOTO SMUTENNS B HOPMe MOTYT OCTaBaTh-
sl B «CIIOKOWHOM» COCTOSIHMHM JI0 IJIyOOKOUM CTapoCTH,
HO MIMEeHHO OHH, 10 MHEHUIO OOJIBIIMHCTBA aBTOPOB, SIB-
JIAIOTCSA UCTOYHUKOM BO3HUKHOBeHus K@ [4, 5].

DTUM KJIETOYHBIM CKOIJIEHHSIM He INpPHUaBaoCh
6onburoro 3Hayenus, noka J. Erdheim (1904) Bnepsbie
He YCTaHOBHJI UX CBA3b € IMOpUOreHe30M runopusa [6]
U He TIPeANOJIOXIII, YTO MMEHHO M3 KJIETOK KapMaHa
Parke, He moziBepriuxcsi 06paTHOMY Pa3BUTHUIO, BO3HU-
KatoT KO.

B Hacrosiiee BpeMsi OOIIENPUHSATA TEOPUS BO3HUK-
HOBEHHUS aZlaMaHTUHOMOIOJOOHBIX KpaHUO(ApPUHTH-
oM (AK®), cocTaBngomux 0CHOBHyI0 Maccy Bcex K@
(85%), 13 He MOABEPTIIMXCS 0OPaTHOMY Pa3BUTHIO KJle-



TOK KapmaHa Patke. AK® mMoryT BO3HUKATh BOJb BCEI'O
runodu3apHO-TUNOTAIAMUYECKOTO XOZla: B TYPeIKOM
cenye, B crebie runodusza ¥ NHGYHAUOYIAPHON YacTh
11T xenyznouka (B peaKux ciydasx Hyke cezna) [4-8].

CxeMmbl, B3sATbIe U3 pabor Ciric, 03BOJIAIOT HOHATD
Bo3HUMKHOBeHHe AK®, pa3HbIX TonorpaduyecKux TPyl
AK® B 3aBucHMOCTH OT GOPMHUPOBAHUS MATKOM MO3ro-
BOH 000JI0YKY, IOKPBIBAIOLIEN BOPOHKY U HOXKY I'MIIO-
dusza.

Cxosxue JJaHHbIe ObLIM OOHApYXeHbI ¥ APYTHMHU HUC-
cnenosatensamu. Tak, Frazier u Alpers (1932) [7] yka-
3bIBAIOT, YTO B IEPHOZ 3MOpHOreHe3a OCTaTKU TUIIO-
¢du3apHOro xXona MOTYT IOZABEPraThbCsl 3HAYUTEILHOMY
cmemennio. Erdheim o6Hapyxun aucTonupoBaHHbIE
KOMILJIEKChI 3MOPHUOHAILHOTO SITUTENNS B MATKUX MO3T0-
BbIX 000J109Kax MHPYHAMOYIAPHOI obnactu [6], a mo3-
e, B 1965 r., aHalIOr4HbIe CKOIJIEHUS B MATKUX MO3TO-
BbIX 000J1049Kax ObLIM onvcaHbl B.B. T'pexoBbiM [4].

MpomeXXyTouHbIN
Mo3r

KapmaH Patke

PoTtoBas

nonocTb
a

3ayaTok
Henporunodumsa

KapmaH Patke

3aberasi Bmepes, oOpaTUM BHUMaHHE Ha JaHHYIO
0COBEHHOCTh, MOCKOJbKY UMEHHO M3 3TUX CKOIUIEHHIA
SMOPUOHANBHOTO 3MUTENIUsI MOTYT (OPMHUPOBATHCA
TUraHTCKe KucTo3Hble K@, mepBUYHO BO3HMKAIOIIUE
B cybapaxHOU/AIbHOM MPOCTPAHCTBE U PAaCPOCTPaHs-
IOIIMeCs 110 HEMY B Pa3/IMYHBIX HATIPaBJIEHUSX.

CKOIUIeHHS KOIUIEKCOB MHOTOCJIOWHOTO IJIOCKOTO
HMOPHOHATILHOTO 3MUTENUS B TyOepo-rumnopu3apHoit
¥ B BepxHeil MHQyHAUOOJO-TUNOdU3apHON 0bMacTH
6K BriepBhie onucarbl Luschka B 1860 r. ITo ero onu-
CaHMIO, 3TH CKOIJIEHUS COCTOSIT M3 KPYMHBIX KJIETOK
MOJIMTOHATBHON (GOPMBI € 3ePHUCTOM LUTONIIA3MOMN
¥ XOpOIIO O4YepueHHbIM sapoM. [Ipenmonaraercsi, 4To
B pe3ysibTaTe MeTalJla3ui MHOCJIOHHOTO TIJIOCKOTO 3ITH-
Tenusi MHQYHAUOYI0-runopu3apHoi 06aacti y 60ib-
HBIX TPEMMYIIeCTBEHHO B3POCJIOr0 BO3pacTa BO3HMU-
KatoT nanuioMaTo3Hble KO (IIK®) (cocraBndiomue
okoiio 15% Bcex KP).

3ayaTok
Herporunogmsa

KapmaH Patke

MepgunaHHoe
BO3BbILLEHNE

MpomexyToyHas
pons

Pars nevrosa
(3agHas pons)

Pars distalis
(nepepHsas nons)

r BHyTpurnotouHas
no6aBo4Has
nepegHas gons
runocunsa

Puc. 2.1. Cxema sMO6pUOHaNbHOrO pa3BuUTUA rmnodusa yenoseka no Srotoretti-Schefer: a — 24 gHs; 6 — 6 Hep; B — 8 Hep;
I — MNO3JHue CPOKU

2.1. ImbpuoreHes runodusa
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Mo3sroBsow ny3bipb
MNMnanbHas 060n04ka —

KneTtkun kapmaHa Patke

PesavpyanbHble KneTku
KpaHuoaprHreasbHoro
npoToka

3y6Has nnacTuHka

Mogzrosow ny3bipb

MnanbHas o6ono4yka

KneTtku kapmaHa Patke

PeaungyanbHble KneTku
KpaHnodapuHreanbHoro
npoToka
3y6Has nnacTuHka

6

Mo3srosow ny3bipb

MNuanbHas o6onoyka

— KneTku kapmaHa Patke

Mo3arosow ny3bipb

MNuanbHas o6onoyka

— KneTtku kapmaHa Patke

Puc. 2.2. MAarkaa mo3roBasa 060n0uyka OTrpaHMYMBAET MO3rOBOI My3blpb, U3 KOTOPOro GpOpMMPYIOTCA BOPOHKa U cTebenb,

OT 3MOPMOHANbHbBIX KNETOK KapMaHa PaTke, He MoABeprwmnxca o6paTHOMY pa3BuUTUio (0603HaueHbl Ha JIEBOW CTOPOHE PUCYH-

Ka YepHbIMK TouKamu). B 3Tmx cnyyasax KpaHuModaprHrmoma BO3HMKaeT B Cefsie WU Cyrnpace/NiApHO-IKCTpaaKkcmanbHo (BHe

CTPYKTYpP, OTrPaHUYEHHbIX NuanbHOW 060/10YKol, — B CybapaxHoMAanbHOM MPocTpaHcTee) (a). Mpu oTcTaBaHum dopmrpoBa-

HUA MATKON MO3roBO 060MIOUKM 3MOPMOHANbHbIE KNETKM KapMaHa PaTke HenmocpeacTBEHHO MpuexaT K MO3roBoMy My3bipto

1 MPOHMKAIOT B HETO, YTO MOXKET NPUBECTU K BO3HWKHOBEHWNIO alaMaHTUHOMOMNOAOOHON KpaHMopapuHrmomsl B o6nacTu cTebns
runodusa u BopoHke (6)

2.2. TEPMUHONOIrng

B 1932 r. Cushing ony6s1MKoBa pe3yibTaTbl XUPyp-
rudeckoro yeyenus 2000 onyxoseit mo3ra [9], U3 koTo-
pbIX B 92 ciyyasix ObLIM HOBOOOpPA30BaHHUs, KOTOPbIE
oH npexamnoden Ha3Bath K®. Cushing He ObLT HepBbIM,
KTO CTajl ymnoTpebiATh 3TO Ha3BaHUe, HO, HECMOTPA
Ha <«I'POMO3JIKOCTh» TepMHUHA (cumbersome), OH CYu-
Tajl, 4YTO OH JIydllle, YeM JIpyrue Ha3BaHMSA, OTpa)kaeT
NPUPOZAY U <«KaleH/0CKONUYeCKUui» XapakTep OIMyXo-
JIell, pe3K0o Pa3IMYaomIuXCs 110 CTPYKType, Tonorpaduu
Y KJIMHUYeCKUM INposBieHUsAM. C 3TOr0 MOMeHTa Tep-
MuH «<K®» cTas 00menpUHATHIM.

[TepBeiM K@ B caMOCTOATENIbHYIO IPYIITy ONyXoJel
Boiilenna Erdheim (1904), Ha3BaB UX «ONyXOJAMU T'H-
nodusapHoro psga» [6].

CornocTraBuB CBOM HabJIOZIeHUs C yXKe paHee OIy-
6nukoBaHHbIMY, Erdheim o6Hapysxw, uro KO (o ero

naBa 2. [MCTOreHeTMYEeCKNe 0COHEHHOCTH

TEPMHUHOJIOTHIM — <«OTYXOJIM T'MIIOQU3APHOTO pAna»)
ObUIM paHee OMNMCAHbI TOJ APYTMMU HAa3BAaHUSIMH.
Tak, o ycranoBui, yto K® Bnepsbie ommcan Engel
B 1839 r., KOTOPBINI paccMaTpuBal ee KaK <«MATKYIO
capKoMy MO3ra».

ITocne pa6ot Erdheim 601bIIMHCTBO aBTOPOB MPHUILI-
JIM K COIVIACHIO, YTO OCHOBHOMW IMPUYKMHON BO3HUKHOBeE-
Hus 6onbumHeTBa KO sABNAIOTCSA OCTaTKU SMOPHOHAIB-
HOTO 3MUTeNusl runoQU3apHOro X0/a, HO OCTaBaJIMCh
COMHEHHS B TOM, YeM OOBSCHUTh OYeHb OOJIbIIOEe Pa3-
HOoOoOpa3ue B TUCTONIOTYecKou cTpyKType KO.

Hexoropsie uccnenosarenu [7, 10, 11 u ap.] nonara-
JIY, Y4TO peyb UIET O TPyIIe GIU3KUX MO PACIOJIOKEeHUIO
Y 3TMUTeNNaIbHON Npupose onyxosel (KUCTbI KapMaHa
Parke, KO, onyxosnu rumno¢u3apHOro Xoza U Ip.).

Hpyras rpynna aBropos (Manbkosckuii b.H., 1930;
KrnementseB A.M., 1929; I'pexoB B.B., 1965) o6bscHsIa
TUCTOJIOTMYecKoe pa3zHoobpasue KO pasHbiMu cTagus-



MU MeTalia3uu SMOPHOHATBLHOTO SMUTENHUs, U3 KOTO-
POT0 BO3HUKJIA OMYXOJb.

Tak, B.B. I'pexoB mosaras, 4ro B pe3yibrare MeTa-
TTa3UM SMOPUOHAILHOTO SMUTENUS POTOTJIOTKU, U3 KO-
Toporo ¢popmupyercst KapmaH PaTke, MOryT BO3HUKHYThb
THCTOJIOTUYECKUE CTPYKTYPBI, CXOZHBIE C SMAJIEBBIM Op-
raHoM 3yba, COCOYKaM¥ f3bIKa, SMU/IePMOMIAMH, aja-
MaHTUHOMAaMH, IJIOCKOKJIETOYHBIM OPOTOBEBAaIOMIUM
pakowm [4].

Hexkotopsie aBtopsl [11, 12], obpamas BHUMaHMe
Ha TUCTOJIOTMYECKOe CXOZCTBO C KalbL(UIMPOBAHHbI-
MM OZIOHTOT€HHBIMHU ONYXOJSIMM — aZiaMaHTHHOMAaMHU,
otrHocuu K® x aroii rpymniie onyxosei.

B Hacrosimee Bpems SICHO, 4TO 3TO pa3Hble OMyXOJIH,
XOTS €CTh PsAZl TUCTOJIOTMYeCKUX 0COGEHHOCTel, KOTO-
pble COMKAIOT 3T HOBOOOPA30BaHUS U JINIAl0T ONPaB-
NaHHBIM Ha3BaHUe OCHOBHOM rpymmbl KO — «amamaH-
TUHOMOIO/I00HBIe KpaHUOGApHHTHOMBI». O CXOZCTBe
3TUX OIYyXOJel, BOSHUKAIOINX U3 3MUTEJS] POTOIJIOT-
KU, TOBOPAT pefikue HabJII0/IeHNs1 Halu4uKs B CTPYKType
K® 3y6HbIX popmarmii [13].

B oHOM M3 HaUX HAOJIO/IeHUI B TUITMYHOM CTPYK-
type KO 6bu 06HapykeHbl 6osee 50 3a4aTKOB U HOP-
MaJlbHO CHOPMHUPOBAHHBIX 3yOO0B (pHUC. 2.3).

O nuzsmbpuorenerndeckoii mpupozne K® rosopsr
HaOJI0/IeHUs] IPUYY/IMBOTO COYETAHUSI B OJHOW OIy-
X0JM aMenobaacToMbl (HOBOOGpa3oBaHUe, BKIIIOYAB-
1Iee 3yOHbIe 3a4aTKK) U aleHOMbI TUnodu3a, B KJIeTKax
KOTOPO [IPY MMMYHOTUCTOXUMUYECKOM HCCIIeJOBAaHUN
ObLJTa BBIsIBJIEHA SKCIIPECCHs IECTU TUOPH3apPHBIX TOp-

MoHOB. Yamada u coasrt. (1995) [14] oxapakrepu3oBa-
JI1 OTYXOJib KaK «3MOpuoHanbHylo KO». B nuteparype
TaK)Ke OTKCAHbI eIMHIYHbIe HAOIIOIeHUs OUPPAKIMOH-
HOTO CTpoeHud onyxonu [15-17].

Cpenu Hammx HabmozeHui codyetanue K@ c omy-
X0JIbl0 TUno¢u3a ObLI0 06HAPYKEHO B IecTH HabIo-
nenusx (puc. 2.4), ¥ elle B OJHOM OIYXOJb COCTOSNA
u3 Tpex KomrnoHeHToB: K@, afeHOMBI runodu3sa u Xop-
ZIOMBL.

Bce BbllleCcKa3aHHOE IJIABHBIM 00Pa30M OTHOCHUTCS
K 0CHOBHOM rpymie — AK® [18].

Bropoit rucronoruyeckuii BapuaHt — IIK® —
BCTpevaercsi pexxe (mpubmusutensHo 15%) U, Kak mpa-
BUWJIO, Y B3pocnbix [19]. B Hacrosimee BpeMs IPUHSATO
cuutaTh, yTo ITK®D BO3HUKAIOT yTeM MeTaIla3uy CKBa-
MO3HOT'0 3MUTEJHS, U3 KOTOporo copmMupoBaHa nepey-
HsA fons runodusa.

ITpu maronoroaHaTOMUYECKOM HCCIIeJOBAHUU CKO-
IJIEHUSI KJIETOK CKBaMO3HOTO BIUTENUSI 4acTo ObOHa-
PYXXMBAIOTCS ¥ B3POCIBIX U OYEHb PEIKO B JIETCKOM
Bo3pacre [20, 21]. DTo KJIeTKHU, aHAJIOTUYHbIe TOPMOH-
CEeKPeTUPYIOIIUM 3IUTENATbHbIM KJIeTKaM TepefHei
nomu runodusa, MOCKOJIBKY B HUX OOHApPYKUBAIOTCS
CeKpeTOpHbIE TPAHYJbI, COJep)Kalfe TOHAJOTPOIUH
Y aZipeHOKOPTUKOTPOIHBINA TOPMOH [22, 23].

BbIfiBJIEHBI TaKXe CYI[eCTBEHHble TI'eHeTH4YecKue
pasnuuusa mexay AK® u I[IK® [24, 25]. [na AKD xa-
paxTepHa MyTaius B rene CTNNB, KOTOPbII KOAUpYeT
B-KaTeHWH, BIMss Ha ero crabuiabHOCTh. s IIK®D xa-
paktepHa comatnyeckas myTanusa BRAFV600 E [26-27].

Puc. 2.3. Mpumep coyeTaHnA KpaHModapmnHrmombl ¢ Tepatomoit. Onyxonb npefcTaBneHa NioTHON COefUHNTENbHON TKaHbIO Cepo-

XKENTOro LiBETa, B KOTOPYIO Oblnv BKNOUEHbI 3yObl Pa3NIMYHON CTEMNEHW 3peNoCTy — OT HEOOMbLLMX 3a4aTKOB [0 MOJIHOCTbIO ChOopMM-

POBaHHbIX 3y60B, MOKPbITbIX IMasbIO. Ha MarHWTHO-PE30HaHCHbIX TOMOrpamMmmax (a, 6) B carutTanbHON 1 GPOHTaNIbHOW NPOEKLUAX

BbIABNAETCA MMraHTCKan onyxoJsib C reTeporeHHbIM CUHaIOM, NCXOAALLAA U3 MONOCTU TYPEeLKOro cefifla U 3aH1matoLasa npoexkLunto

Il >xenypouka. B Tonwe onyxonu onpenenanTca MHOXECTBEHHbIE OYaryl NMOHWMXEHHON MAOTHOCTU, COOTBETCTBYLME 3yOHbIM Ppop-

Mauumam. fuctonormuecknii npenapat — agamaHTMHOMonofobHasa KpaHnodpaprHrnoma (B). 3y6Hble dpopmaLmm, obHapyKeHHble
npwv yganeHun onyxonu (r)

2.2. Tepmunonorus
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Puc. 2.4. Tlpymep coyeTaHna KpaHMopapuUHIOMbl C afEHOMOW
runodrsa. Ha MarHMTHO-PE30HAHCHbBIX TOMOFPaMMaXx B pexrme
T1 B carutTanbHom (a) M GpoHTanbHOM (6) NpPoeKuyMAX BU3yanu-
3upyeTca sHAOCYNpaceniApHas onyxosb C T’MNePUHTEHCUBHBIM
curHanom. Ha marHMTHO-pe3oHaHCHOM TOMOrpamme nocre orne-
pauumn ocTaTKoB onyxonu HeT (B). [McTonornyecknii npenapar,
OEMOHCTpUpyWnin budppakymoHHoe cTpoeHne (1 — ageHoma
runodusa, 2 — KpaHnodapuHrimoma) (r)

2.3. TNCTONOINMMYECKNE OCOBEHHOCTH
KPAHNOMAPUHINOM

2.3.1. AamaHmMuHomMornooob6Hbie
KpaHuogapuH2uOMbl

AK® cocraBndoT ocHOBHyIO fomo KO — 85%.
B 6O/BIIMHCTBE CBOEM 3TO OIMyXOJIU Z€TCKOTO BO3pacTa
[28-30].

19 aHHOTO THCTOJIOTMYECKOro BapuaHTa Xapak-
TepHBI Clleflyloliye NpU3HaKu:

o MOIUMOPGHU3M TATOMOPPOIOTUIECKOTO CTPOEHHUS;

» MHBAa3MBHBIN XapaKTep pocTa;

e OTCYTCTBHE 4YeTKUX TpaHUIl MeXJy OIyXOJbl0

Y TKaHbIO MO3Ta;

o HaJU4Me «IJMaJbHOW» KaICyJIbl.

AK® yame uMeroT cMeraHHoe ctpoeHue (~60%)
WY, pexe, MpeuMyllecTBEHHO Kucro3Hoe (~30%).
KoMnaxTHas, uay napeHXMMaTo3Has, 4yacThb Ipe/CcTaB-
JleHa TeTpuUKATAMU PA3JNUYHBIX Pa3MEpPOB, MEXZY
KOTOPBIMU PacIiojiaraloTcs y4acTKU TKaHU Cepo-KeTo-
ro igera (puc. 2.5).

CooTHoleHue 3TUX 4acTell pas3nuyHo. KomnakTHas
4acTb MOXET COCTOATh U3 OJJHOTO WJIM HeCKOJIbKUX Iie-
TpUUKATOB OO M3 MATKOW Cepod TKaHU rybyaToro
CTPOEHUs C OT/leJIbHBIMU BKPAILJIEHUAMHU KaJlbIUA.

CrnezfyeT OTMETHTD, YTO TEeTPUQUKATHI BCTPEYAIOTCSI
MpPaKTUYeCcKu BO Bcex HabmoneHusx (80-90%), npu
3TOM B TPETHU M3 HUX 3TO IJIbIOYaThie OTJIOKEHHs U3Be-
CTH, IPOYHO CTasHHbIE C TKAHbIO MO3Ta.

Kucro3Hast 4acTh OMyXOJaM OOBIYHO TIpe/iCTaBjieHa
MHOXeCTBeHHbIMU KucTamu. CTeHKU KUCT HepaBHOMep-
HOU TOJIIVHBL B OJHUX CJIy4asxX OHU MMEIOT BUJ MOJy-
NPO3paYyHOM [JIeHKH, B IPYTUX — 3TO IUIOTHBIE IJIaCTUHbL
KOXMCTOro Buzia TonmuHou ot 0,2 10 3,0 MM ¢ MHOXe-
CTBEHHbIMH MeJKUMH merTpupuraramu. Cozpepumoe
BecbMa BaprabesbHO: B HeOOJBIINX KUCTaxX 3TO Oypo-3e-
JieHasi Kamuieobpa3Hasi Macca, B OOJIBIINX JKe KUCTaxX
yaile — oOmnajeclupylolias KCaHTOXPOMHAsA KUJKOCTb
¢ 6OJBLINM KOJIMYEeCTBOM KPHCTAJIIIOB XoJecTeprHa. Ku-
CTbI MOTYT ZIOCTUI'aTh TUTAHTCKUX pa3MepoB (pHc. 2.6).

CBeToonTunyeckKas XapaKTepucTtuka
ap,amaumuomonoquH bIX Kpanod)apMHrwom

I'ucromornyeckas CTPYKTypa IpeZCTaBjleHa pas-
pacTaHUAMU SMUTeNUATbHBIX KJIETOK, GpOpMUPYIOIMX
TSKU, OAJIKK M OKPYIJIbIe KOMILTEKChI (puc. 2.7). Knetku

Puc. 2.5. A,D,aMaHTI/IHOMOI'IOﬂO6Haﬂ KpaHI/IOCI)apI/IHFI/IOMa CMELLUAHHOIO CTPOEHUA: 1 — KNCTO3Hble NONoCTH; 2 — C(’)J'Il/lp,Haﬂ YaCTb

naBa 2. [MCTOreHeTMYEeCKNe 0COHEHHOCTH



Puc. 2.6. Npumep MOHOK/CTO3HOFO CTPOEHUA SKCTPA-UHTPABEHTPUKYNAPHON KpaHobapUHIMoMbl: 1 — KrcTa onyxonu

MIMEIOT Pa3MyHoe CTPOEHHe B 3aBUCUMOCTY OT X JIOKa-
JIM3alY B KOHKPETHOM CJIO€ 3MUTEIMaNbHOrO IIJIacTa:
6a3aybHBIN CJIOH, HEOCPeICTBEHHO MPUJIeKAINiA K CO-
eZIMHUTEIbHOTKaHHO CTpOMe, 00Pa30BaH KJIeTKaMH BbI-
TSHYTON HOPMBI, PaCIIOJIOKeHHBIMU B OIUH pAAZ. ITo Mepe
yaaneHust ot 6a3aJbHOTO CJIOS CIIEYIOT HECKOJIBKO PSZIOB
TECHO PacIOJIOKEHHBIX 3MUTENNANIbHBIX KJIETOK (Ipo-
MEXYTOUHBII CJIOH), KOTOpbIE TI0 Mepe MpUbIMKeHUs
K [eHTPY 3IHUTeIMaIBHOTO IJIACTa OMyXOJIH [IPUHUMAIOT
3Be374aTyio GpopMy, pacrpenenstoTcss MeHee KOMIIAKTHO
¥ GOPMUPYIOT CBETJIOKJIETOYHbIE PETUKYJISPHbIE CTPYK-
Typhbl, HAIOMUHAOIIKe 3MaJieBblii opraH [4, 10, 29].

B AK® Bcerna mMeercst KepaTOWJHAs JiereHepanus
¢ obpa3oBaHMEM KepaTOTMAJMHOBBIX Kamesib U Oonee
KPYIHBIX CJIOMCTBIX POTOBBIX MAcC C MOCTIEAYIOMUM 00-
pa30BaHMEM TMTAaHTOKJIETOYHBIX I'PAHy/IeM THIIA TPaHy-
JileMbl UTHOPOJHBIX Ten [4, 10, 31] (puc. 2.8).

[Tporiecc 0OBI3BECTBIEHHS OMyXOJM MOXHO OXa-
PaKTepU30BaTh CJIEAYIOMMM 00pa3oM — B LIUTOIIa3Me
OIyXOJIEBBIX KJIETOK, (GOPMUPYIOIIUX PETHUKYJISPHBIE
CTPYKTYPBI, HaGJII0/1aeTCsA TbLIEBUAHOE CKOTLIEHNEe MeJl-
KUX TPaHyJ coseil Kanblys. B mocienyioniem npouncxo-
ZUT TOJTHOe 0OBI3BECTBJIEHUE KJIETOK, KOTOpBIe, CJIMBa-
ACb MeXy co60ii, OPMUPYIOT CIOUCTbIE MeTPUUKATHI
pasnuYHbIX pa3mepos [4].

KucroobpazoBaHue Takxe JIOXUT B IPUPOZE CaMO-
IO OIyXOJIEBOTO Ipoliecca, IIPU 3TOM MOTYT 06pa30BbI-
BaTbCs KaK MCTUHHBIE KUCTHI, TaK U MCEBIOKUCTO3HbIE
HOJIOCTH.

Ha ocHOBaHMM COOCTBEHHBIX MCCIIEOBAHUIA U [IaH-
HBIX JINTEPATypPbl MOXHO IPEAIONIOXUTh HECKONbKO
He3aBUCHUMBIX MeXaHN3MOB (OPMUPOBAHUSA KHCTO3HBIX
nosocrei [4, 29, 32].

ITepBBIi — 3TO XOPOLIO M3BECTHBIN Ipolecc fe-
reHepaTUBHBIX M3MEHEHUH, MPOTEKAIONINKA B CTPOME
omyxonu. CTpoMa MMeeT HeOJHOPOZHOE CTPOeHue, I0-
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Puc. 2.7. ApamaHTuHomonofo6Haa KpaHuodapuHrmoma
(OKpacka remMaToKCUIMH-303MHOM, yBenuyeHne x200): 1 —
Karncyna KUCTbl; 2 — CKOMJIeHne 3nuTenanbHbIX OMyXoneBblX

KNeToK; 3 — 3Be3juaTtblil PETUKYSYM; 4 — CKOMJIEHNA OPOro-
BEBLUEro 3NUTenus
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Puc. 2.8. KepaTtougHasa aereHepauvs B BUAE CJIOUCTbIX
KepPaTMHOBbLIX MacC B aflaMaHTMHOMOMOAO6HON KpaHuoda-
pUHrMome

2.3. Tuctonornyeckme 0Co6eHHOCTU KpaHNohapuHrnom
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CKOJIbKY MeCTaM{ OHa MpeJCTaBJieHa COeJMHUTENbHON
TKaHbIO C PBIXJIBIM PACIOJIOXeHHEM BOJIOKOH M CKO-
TUIEHUSIMA TOHKOCTEHHBIX COCY/ZIOB, TOTZIa KaK B IPyTUX
MeCcTax BOJIOKHA CTPOMBI PacIojioXeHbl 60siee KOMIaK-
THO M He COZIepKaT COCyZOB. B cTpome HabmonaroTcs
BbIpaXKeHHasA JMMQOIIa3MOLUTapHAs UHUIbTPALINS,
rpaHy/IeMaTO3Hasl PeaKknus U CKOIJIeHWe KPUCTaJJIOB
xosiecrepuHa [4].

CornacHo B.B. I'pexoBy, IPOUCXOAUT paclIMpeHue
MEXKJIETOYHBIX MPOCTPAHCTB, yAJMHEHWE IPOTOILIa3-
MaTH4YeCcKMX OTPOCTKOB C MPUOOpeTeHHneM KJeTKaMU
3Be3/4aToil pOpMBI, a BCeH TKAHU — PETUKYJISPHOTO
CTPOEHHsI; 3aTeM OTPOCTKU 3Be3[YaThIX KJIETOK pas-
PBIBAIOTCS, HAPYIIAIOTCA WX CBA3U C TMOCIEAYIOIIM
MOJIHBIM LIUTOJIM30M ¥ BOSHUKHOBEHHEM II0JIOCTel, 3a-
TIOJIHEHHBIX OeJIKOBOY KOJUIOMIHOUM Maccoit. CoXpaHHUB-
recs: KJIeTKU MPUHIMAIOT NOJIUTOHAIBHO-BBITSAHYTYIO
bOopMy U OTTeCHAIOTCA K SMHUTeNIMAaTbHOMN KaiMe.

KucTo3HbIE TIOJIOCTH TaK)Ke BO3HUKAIOT BCIIE/ICTBHIE
KOJUIMKBAIIMOHHOTO HEKPO3a CTPOMBI, KOTOPBIN BbI3bI-
BaeTCsl COUueTaHWEM TOKCHYECKOTO BO3ZIEMCTBUS MPOAYK-
TOB pacrnaja SNUTeNHs U HapylleHreM KpOBOCHaOXeH s
onyxoiau. IIpu CIUSTHUM OT/ENbHBIX KUCT 06pasyroTcst
OoJIblKe MOJNOCTH, B COAEP)KUMOM KOTOPBIX, TIOMHUMO
JlereHepHUPYIONIero SMUTENHs, BCTPEYATCS OOPBIBKH
TUOHYINX COCYZOB, OTAENbHbIE KOJIIareHOBble BOJIOK-
Ha, popMeHHbIe 3JIeMEeHThI KPOBH, 3epHA reMOCHUZIepPUHA
Y KPHCTAJJIBI XOJIeCTepUHa.

Bropoii MexaHu3M KUCTOOOPa30BaHUs B OMyXOJIH —
3TO HaJIMYKeE XKeJe3UCTONON0OHBIX CTPYKTYp, 06aaao-
X CEKPETOPHOH CTOCOOHOCTDIO [33].

Kucter KO Moryr pe3ko pa3nuyaTbCsl 1O CBOEH
CTPYKType, pa3Mepy, jokanuzanuu. OHU MOTYT OBITH
eIVHIYHBIMYA, MHOXXEeCTBEHHBIMU 1 MHOTOKaMepPHBIMHU
(monocty, coobmaromuecs Apyr ¢ Apyrom). Ocobblil UH-
Tepec NPeZCTaBIAI0T TUTaHTCKHe TOHKOCTEHHBIE KHCTBI,
NpEeNMYIIeCTBEHHO Pa3BUBAIONINECS Y AeTel MIIazIiero
BO3pacTa. Bo3HUKIINE U3 SMOPUOHAIBHOTO SIUTENHS,
PacIoJIOKeHHOTO B CybapaxHOUaIbHOM IPOCTPAHCTBE,
OMyXOJieBble KJIETKU OeCHpensTCTBEHHO pacIpoCTpa-
HAIOTCS B HeM, GOPMUpYS TMTAHTCKHUE MOJOCTH [29].
Takue KHCTBI MOTYT OBICTPO BOCCTAHABIUBATHLCA II0-
CJIe UX MyHKIMOHHOTO OTIOPOXXHEHHUS U YBeJIMIUBATbCS
B cBoeM oO0beMe. HanboJiee BeposiTHast MPUYMHA TaKOTO
yBenudeHrs: — QUIbTPALUS MJIa3Mbl KDOBU B KHCTO3-
HYIO TIOJIOCTb 4epe3 (eHeCTPUPOBAHHBbIE CTEHKU CO-
CyZ0B Karcynbl'. JIOTHYHO HPEANoOKUTh, YTO OYeHb
TOHKAsi CTeHKA TUTaHTCKUX KUCT MOXKeT 00J1aziaThb CBO¥-
CTBaMH MOJyITPOHUI[AeMOY MeMOPaHbI U BCIIEACTBHE OC-
MOTHYECKOTr0 rpajreHTa abcopbrpoBaTh BOAy U3 OKpY-
’KaIOIero ee JTMKBOPA.

! [pennonaratoT, 4T0 GOPMUPOBAaHUE KHUCT B TKaHU KD
CBSI3aHO ¢ BbIpaxeHHOCTbI0 3Kcmpeccun VEGF (vascular
endothelial growth factor). Dxcnpeccus VEGF B K® mpe-
MMYIIeCTBEHHO KUCTO3HOTO CTPOEHUS 3HAYUTEJBHO BBIIIE,
4YeM B OIYXOJIAX, IPeUMYIIeCTBeHHO CONIUAHBIX UJIU COZep-
XalMX HEMHOIOYMCJIEeHHbIe MeJIKMe KUACTHI, I/le 9KCIIpeccus
VEGF MoxeT BooOlIIie OTCYTCTBOBATb.

naBa 2. [MCTOreHeTMYEeCKNe 0COHEHHOCTH

«nMnanbHana Kancyna»

AK® uMeloT TeHAeHIHI0 K HHOUIBTPATUBHOMY pO-
cry. Eme Erdheim ormeuan, uTo amuTennanbHble KOM-
IUIEKCBI MOTYT IIPOPACTaTh MO3TOBYIO TKaHb. DTU KOM-
IJIEKCBI OIyXOJIEBBIX KJIETOK BBI3BIBAIOT CO CTOPOHBI
[IMaJbHOM TKaHU peaKTHBHbIe U3MeHeHWs B BUJe CKO-
I1eHUi nposnudepupyonKuX acTPOLUTOB U KOMIIAKTHO
PACIOJIOXEHHBIX ITIMAJbHBIX BOJIOKOH, COZepXKalluX
60JIbIIOe KOJIMYeCTBO BOJIOKOH Po3zenTans (puc. 2.9).
B Toille «IMIMaabHOM KalCy/bl» BBISABJIAITCA MHOTO-
YKCIeHHBIE CKOIJIEHUS] TOHKOCTEHHBIX COCYAOB. DTO
HaXOZUT CBOE ITOATBEPXK/eHNe TP 3JIeKTPOHHO-MUKPO-
CKOIIMYEeCKOM U YJIBTPACTPYKTYPHOM HCCIIeJOBaHUU
6uonTaros.

2.3.2. [lanunnomamo3sHble
KpaHuogapuH2uOMbl

[TK® dyame BCTpeYarTCsA Y B3pPOCHBIX MAal[MEHTOB.
CpenuHuit Bo3pact 60bHBIX — 35-40 5et, cocTaBisieT
okoj10 15% o6miero yucia K® [18, 29, 30].
OO6mue MaTon0roaHaTOMUYEeCKHe XapaKTePUCTUKH
ITK® 3aK/04al0TCs B CJIeAyIOLeM:
* VHTPa-3KCTPABEHTPUKY/IAPHASA JIOKAIU3aALIUs;
 NPEVMYIIeCTBEHHO KOMIIAKTHOE CTPOEHHeE, pexe
OZIHOKaMepHble HeOOJbIINe KUCThI C MJIOTHBIMU
CTeHKaMU;

* penkue netpuuKaThi;

e SKCIAHCUBHBIM XapakTep pocTa C HaJIU4yleM 4eT-
KOM IpaHUIlbl MeX/y ONYyXOJbI0 U HepBHOW TKa-
HbIO [29].

[IK® otnuyaercs y3J0BbIM XapakTepoM pOCTa
(puc. 2.10). Onyxonb crasiHa ¢ OKPYXaloIUMU CTPYK-
TypaMH{ MO3Ta COeIMHUTeIbHOTKAHHBIMU TPabeKyIaMu.
B oTmenbHBIX Cydasix HaOJIOAAIOTCS O4YeHb MJIOTHbBIE
cpauleHus ¢ xua3mou, fHoM III sxenynouka, ero cTeHka-
MM, OIHAKO BCET/ia COXPaHseTCsA YeTKasi FPaHnLia Mexay
KaICyJI0H OIyXOJIM U TKaHBIO MO3Ia.

KuncrosHele onyxonu IpefCTaBleHbl OJHOKaMep-
HBIMHM KHCTAM{ C HeOOJBIIMM KOMIIAKTHBIM Y3eJIKOM

Puc. 2.9. MnanbHas Kancyna ¢ HBa3snen KOMMJIeKcoB onyxoJsie-
BbIX KNETOK: 1 — onyxoJsib; 2 — rnunasnbHasA Kancyna



Puc. 2.10. Pefknii npyMmep NCTUHHOWN MHTPABEHTPUKYSAAPHOW NanuiioMaTo3Ho KpaHnodaprHrmomsl. sa GpoHTanbHbIX paspesa
Ha ypoBHe oTBepcTuii MOHpO (a) 1 3puTenbHbix 6yrpos (6). Onyxonb pacnonoxeHa B nonoctu lll xxenygouka, gHo Ill xxenygouka aHa-
TOMUYECKU COXPAHHO, 0TBepCTUs MOHPO € 06enx CTOPOH OKKI03POBaHbI OMYXOJbio

Puc. 2.11. KnctosHaa nanuniomaTtosHas KpaHnopaprHrmoma. B LeHTpe KUCTbl HEGOMbLUMX Pa3MePOB OMyXOJib, HaNoMuHaloLWas
no ¢opme LBETHYIO KanycTy

Ha 6a3albHON MOBEPXHOCTH, BAIOIUMCA B IIOJOCTh
KUCTBI ¥ HAIOMUHAIOMIAM MaKPOCKOIMYECKH II0 CTpoe-
HHUIO TYTOBYIO ATOJy WJIM LIBeTHYIO Kanycty (puc. 2.11).
CozepxMoe KUCT ¢ GOJBIIMM KOJTHYeCTBOM XOJecTe-
pUHa, IeTpUTa 1 XXHUPOB. FIMEIOT 3es1eHOBaTO-0yPhIii OT-
TEHOK U TYCTYI0 KOHCUCTEHIUIO. B ciy4asax co cMmemnan-
HBIM CTPOEHHEM OIyXOJH OOMBIIYI0 YacTh COCTaBIAET
COMUOHBINA KOMIIOHEHT, a HeGOoJIbIIre KUCThI Pacroso-
XKEHBI B €0 TOJIIIE.

CBeToonTnyeckasn XapaKTepuctka
nannisioMmaTo3HbIX KpaHllqu)a PUWUHIrMom

ITK® rucTosoruyeckyd UMEIOT BUJ| 3PeJIOro 3Muiep-
MHCa C 0YaraMyd OpPOTOBEHHS M COCOYKOBOM CTPOMOW.
ITpu MuKpockonudeckoM uccnenoBanun IIK® nmocrpo-
€Ha 13 IJIACTOB MHOTOCJIONHOTO MJIOCKOTO HEOPOToBe-
BAIOLIEr0 3TUTENNs, Pa3ZieIeHHbIX PBIXJIOBOJIOKHUCTON
CTPOMOH, cofiepikalieii cocyzbl. B3anMopacnonoxeHne
CTPOMBI U 3IUTETNATIBHOTO KOMIIOHEHTA CO3JaeT KapTu-
Hy I1CeBA0COCOYKOB (puc. 2.12). CTeHKU KUCT BBICT/A-

Hbl MHOTOCJIOHBIM TJIOCKUAM 3TIUTEMEM. B eTMHUYHBIX
CJly4asiX MOTYT BBISBIISITHCS MeJIKHE CIIOWCTble MeTpu-
(duKaThI, OHAKO MbIJIEBUHOE MEeTPUPUIIUPOBAHKE ITH-
TOIJIa3Mbl OTCYTCTBYeT (puc. 2.13).

Puc. 2.12. TMCTOCTPYKTYpa ManuifioMaTo3HON KpaHuodapuH-
TMOMbI: MAACTbI MHOTOC/IOMHOIO MAIOCKOr0 HEOPOrOBEBAKOLLEro
3NUTENNA B BUAE MANUAAPHBIX CTPYKTYP

2.3. Tuctonornyeckme 0Co6eHHOCTU KpaHNohapuHrnom
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Puc. 2.13. MnacTbl NAIOCKOro, MHOTOC/IONHOTO 3NMTeNuaA (YeT-

KaA rpaHuua C Npunexatien Mo3roBoi TKaHbto (CrieBa BHI3Y).

CTeHKM KWCT BbICTAaHbl MHOFOC/IOMHBIM MIOCKUM 3MUTENIMEM.

B eAvHMUHbIX Clyyasx MOTyT BbIABNATHCA MeNKME CONCTbIe

neTpudmrKaTbl, OAHAKO MbleBUAHOE NeTPUOULMPOBaHMNE LNTO-
nnasmbl OTCYTCTBYeT

2.3.3. OcobeHHOCMU UMMYyHOMOpono2uu
KpaHuogapuHauom

OCHOBHOW XapaKTePUCTUKOM, oTpaxaroiieil 61oso-
TUYEeCKYI0 aKTUBHOCTh OMYXOJIH, ABJIsieTcsl mposmdepa-
TUBHBII TOTeHI[1aJl, KOTOPbIH OlleHuBaeTcs pe3ysbTara-
MU [IUTOKUHETUIECKUX FCCIeJOBAaHUI.

B AK® mporecchl mponudepanuu UMeT MeCTO
B KJIETKaX BCEX CJIOEB SIHUTENNaJbHOTO IJIAaCcTa, TOTZAA
Kak crnenudmyeckas AupQepeHIIIPOBKA BBISABIAETCS
NPeMMYIIeCTBeHHO B 6a3anbHbIX OTHenax [29].

B ITK® BriABAsA€TCA MPOTUBOIOJIOXKHASA CUTYyallUs,
MOCKOJIBKY TIPOUQeprupyolie KIeTKH JOKaIU3YIOTCs
UCKJIIOUUTENIbHO B 6a3albHBIX OT/eiaXx OIMyXOJIeBOro
IUIACTa, a HKCIPECCUS 3MUTENINANbHBIX aHTUTEHOB BBbI-
SIBJISIETCS BO BCeX 0e3 MCKIIIYeHHs OIMyXOJIEBBIX KJIET-
Kax [18, 29, 34].

[TpomudeparusHbiii noreHnnan AK® 3Haunrens-
HO TIpeBbINIaeT TaKOBbIe MOKa3arenu Qpakluu pocTa
B I[TIK® — 25 u 5% coorBeTcTBeHHO. B CBOIO OUepenn,
B I[IpeJieJiaX Ka)XZ0ro TMCTONIOMMYecKOro BapUaHTa MoKa-
3aTesv 3HaUUTeNIbHO BapbUpyIoT [29].

B Hacrosmee BpeMs XOPOIIO U3BECTHO, YTO pa3iny-
Hble acreKThl GMOJIOTUM HOBOOOPA30BaHMUIA, B 4aCTHO-
CTH YyBCTBUTEJLHOCTb ONYXOJH K Pa3IMYHBIM BUZAAM
Tepanuy, BO MHOTOM ONpeJessiOTCs NHTEHCUBHOCTbIO
npoliecca «3alporpaMMUPOBaHHON CMEPTH», WU alloIl-
TO3a, B €€ KJIeTOUYHOH HOMYJIALNY.

B AK® KJIeTKH B COCTOSIHMM AIONTO3a BBIABISIOTCS
TOJIBKO B 30HaX (GOPMHUPYIOLIENCcS KepaToruaanHOBON
fereHepalu. B kieTkax 6a3aJbHOTO CJIOS TPOLIECCHI
nposnudepannn u auppepeHINPOBKY UAYT apaiieb-
HO, TOTZIa KaK B PETHKYJISPHOM CJIO€ OHU YTPAYMBAIOT
CIoCOBHOCTD K AuddepeHInpoBKe, HO COXPAHSIOT BbI-
cokue nposnudepaTuBHbIe CBOKMCTBA [35-37].

naBa 2. [MCTOreHeTMYeCKne 0CO6EHHOCTN

B IIK® anonTo3HbIe siapa 0OHAPYKUBAIOTCS B KJIET-
Kax 6a3aJbHOTO CJIOS AMUTEUATBHOTO T1acTa [29].

Pa3znuyarorcsi U GUOOrHYecKre TIPOIecChl, Onpee-
ndamomye onyxosnesbiit poct K®. Tak, mapkep p63 akc-
npeccupyercs Bo Bcex ciosAx snutenns AK®; Bricoko-
MoJieKynspHble IuTokepaTiHbl CK5/6 1 IUTOKepaTUHbI
HU3KO- U cpenHeMosnekynapHble (CK7, CK17 u CK19)
JKCITpeccupyroTcs Bo Bcex Tunax K® [37].

B ITK® skcnpeccus p63 BbIABIAETCA BO BCeX CIOAX
anutenus. OOGHAPYKMBAETCsl TaKXkKe SKCIIPeccusi IUTO-
KepaTHHOB C BBICOKOW MoJeKynsapHoi Maccoil (CK5/6)
Y IIUTOKEePATUHOB C HU3KOU U CpefjHel MOJeKyJIspHOU
Mmaccoit (CK7, CK17 u CK19) [38]. Dxcnpeccusa CK7
OrpaHUyYeHa NOBEPXHOCTHBIM 3MUTEINAIBHBIM CJIOEM.

MNponudepaunsn

WHpekc nponudeparuu Ki-67 yaie o6HapyKuBaeTcs
B MAJIMCAHbIX 00JIACTSX W OTCYTCTBYET B SNUTENHAIb-
HBIX 3aBUTKAX, OTIMYAETCs BapUabelbHOCThIO U He JIaeT
HaJIeXKHOW MTPOTHOCTUYECKOM MHGOPMAIIHH.

Hamu nccenoBanus ¢ u3ydeHnueM IPOTHOCTUYECKOM
3HAaYMMOCTH TI0Ka3aTend uHzjekca medenus Ki-S1 takxe
OTIMYAJUCh IMPOKUM AMANa30HOM 3HAauYeHWH U pac-
npezensinuck ot 0,3 1o 12%. Haubonbume mokasare-
1 (>1%) BBIABAAMUCH B I'PYIIE PelMBUPOBABIINX
OOJIbHBIX U YKa3bIBAJIM HAa arpecCUBHBINA POCT OMyXOJU
[28, 29].

MyTaLMOHHbIN cTaTyC

AK® umeror aktuBupyoomue Myranuu B CTNNBI,
KozupymwoieM 0eloK B-KaTeHUMH. MyTauusi siBJsieTcs
KJIOHAJIbHOWM U OOHApPY)XUBAETCS B OIMYXOJIEBOM SIIH-
TeJInH.

Xotss KO 6uonoruvecku COOTBETCTBYET, MO OIpe-
ZefieHuto BceMUpHOM opraHu3aluy 37paBOOXpaHeHus,
1-i1 cTerneHy 3710Ka4eCTBEHHOCTH, IIPOTHO3 MOXKET ObITh
He0JIarONPUATHBIM, U 3TO CBA3aHO € UHQUIBTPATUBHBIM
POCTOM OIyXO0JIM, 0COGEHHO TIPY BOBJIEYEHUHU B OIYXO-
JIeBbIN mpolecc runoranamyca [18]. Onyxonu ¢ myra-
M CTNNB1 p.T41 win GpoKaabHBIMU JieJIelUsIMU
X(28 UMeIOT BHICOKUH PHCK HEOIArONPUATHOTO MCXOAa.
Ona [IK®, B otnnumne ot AK®D, xapakTepHa MyTanus
BRAFH.V600E [40-42].

MporHos

[TporHo3 seyeHus [IK® Gosee GrarompusitTeH, yem
AK®, oruacTu u3-3a 6oJyiee 4eTKUX TPAHUI] 1 BO3MOXK-
HOCTH pajiukanbHOro yzaanenus. s [TK® xapakrepHa
BBICOKasi Oe3peluavBHas BbDkuBaemoctb (BPB) mocie
TOTaJILHOTO yAajieHus onyxonu. O6mas BbDKUBAaeMOCTb
cocraBysgeT 54-96% B Teuenue 5 net, 40-93% B Teue-
Hue 10 et u 66-85% B Teuenue 20 ner [18, 29].

B nurepaType ecTh ykazaHus Ha 3QQeKTUBHOCTH
NpUMEHeHHs] TapreTHOro JedeHus nanueHToB ¢ ITKO.
K® c myranueit BRAF p.V600OE uyBCTBUTeNbHBI K UH-
ruburopam BRAF u/unu MEK BemypadeHu6y u kobu-
MeTUHUOY [44].
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