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Ha moHorpadimio npotheccopa E. N. Yctunosok u npotheccopa H. C. AcraxoBa
«[EPUNANVJUIAPHAS TEOTPADUYECKAS XOPNONATNA
(Bonpocbl 3THONOrMKM, AMArHOCTUKM, AuthhepeHUHanbHO ANArHOCTUKM, IEUEHHS)»

B konite 2006 roaa BhliiiIa B CBET MOHOTpadus npo-
deccopa E. M. Yetunopoit u npodeccopa 0. C. Ac-
taxoBa «[lepunanunnsipuas reorpacuueckas XopHo-
natusi». — CI16: «JleBuia. — Cankr-IletepGypr»,
2006. —128 c.

E. H. Yemunosa, 10. C. Acmaxos

MepunanunnsapHasn
reorpaduyeckas
Xopuonartus

Bonpock! amuonozuu
duchchepenyuansrod du.

dZHOCMUKU,
U, NevYeHus

3aboJsieBaHue, KOTOPOMY MOCBsillieHa MOHOrpadus,
SIBJISIETCSI XPOHHUECKUM, HEYKJIOHHO MPOrpeccHpylo-
LIUM [TopazkeHneM 000JI0UYeK 3aiHer0 OTpe3Ka IJ1a3Horo
10J10Ka, KOTOPOMY 10 MOCJIeJHEr0 BPEMEHH YARJANOCDH
CPaBHUTENbHO MaJsio BHUMaHUsl. OTHOCHTE/bHO HEMHO-
rourcsenHble MyOaUKaALMK, Kacaiolluecs: Mnepunanui-
JIIPHON reorpaduueckoil Xopuonatuu, B 3apyOexKHOH
neyaTd MpeacTaB/eHbl, Kak MpaBuio, COOOUIEHUSIMH,
OasupyrolumMmcs Ha HeOOJIbIIOM KJIHHUYECKOM MaTepH-
ase. [Ipu 3T0M 710 cux nop paccmatpusaemas npoodJema
He ocBellleHa B MOHorpadusx, a uHpopmauus o Hell B
COOTBETCTBYIOLLMX pasjieiaXx PyKOBOJCTB J/Is Bpavei-
0(pTasbMOJIOTOB OCTAETCSI BeCbMa OTpaHHYEHHO.

B npennaraemoit uuraresio MoHorpaduu Ha 60Jb-
LIOM KJMHHYECKOM MarepuaJse MpoaHaJM3upPOBaHbI
pes3yJibTaThl COOCTBEHHbBIX HCCJEN0BAHUI aBTOPOB M0
BOTIpOCaM 3THOMNaToreHesa, jupdepeHiHalbLHON 1a-
THOCTHKH U JieueHHs1 6OJIbHBIX C ePUNanu/IIsipHOH reo-
rpacuueckoil xopuonaruei. CoOCTBEHHbIH MaTepHal
ABTOPOB TaKXKe yAa4HO JIOMOJHUJ CKPYTyJI€3HbIH U KPH -
THUECKHUH aHAJIU3 JAHHbIX COBPEMEHHOU JIMTEPATYPhbI.

MoHorpadust coctouT U3 5 rnas. B nepsoii rsa-
Be JlaHa MCTOpHUYecKasi cripaBka, 0OCY:KIAeHbl BOPOCHI
TepMuHosioTuU W 3nuaemuosoruu [1I'X. OTpaxkeH Bbi-
JlalolMACs BKJal B pelleHHe paccMaTpUBaeMbIX BOII-
pocoB Kr. Sveinsson (1939), A. Sorsby (1949) u npy-
TUX MccjenoBateseid. Bmecre ¢ Tem, eIMHOTO MHEHHUS
0 HAUMEHOBAHUM pacCMaTPUBAEMOH HO30JI0THUECKOH
(hopMbl B JIOCTYMHOMH JiHTepaType Mnoka He chOopMHPO-
BaHO. ABTOPbI MOHOTpachuK OTIAIOT MPENOUTEHHE Tep-
MHHY «XOPHOMATHS», MOCKOJbKY BOMPOCHI 3THOJOTHU
M naToreHesa JaHHOro 3a00JieBaHUs elle 10 KOHLA He
paszpetenbl. Jlo HacToOsALEro BpeMeHH HH B OTeYecT-
BEHHOM, HU B 3apyOe:KHOU JIUTepaType He npejcTaBJie-
HO 0OOCHOBAHHBIX CTATUCTHMYECKHX JIAaHHBIX O 3abodJie-
BA€MOCTH W PAClpPOCTPAHEHHOCTH [epUNANUIISPHON
reorpaduueckoit xopuonartuu. Cyns no mnyGJauKalu-
siM, 3aboJieBaHUe SIBJSIETCS PeAKUM. B oTeyecTBeHHOH
Jqutepatype OblIM MpeacTaBjaeHbl paGoThl JHIIb JBYX
asropoB — C. §I. bpanuencko# (1976) u C. C. llep-
uieBckor (1988), o6caenoBaBIIMX  COOTBETCTBEHHO
7 1 8 OOJILHBIX C paccMaTpuBaeMbiM 3a00J€BaAHHEM.
ABTOpBI pelieH3upyemMoil MOHOrpaduu pacroJiaraiT oc-
HOBAaTeJIbHbIM KJIMHUYECKUM MaTepHaJioM: peayJibTaTaMu
Haosonenni 3a 220 GOJNBHBIMU C TepUNANUJIISPHON
reorpauueckoil XopuonaTHe.

[naBa 2 mocBsilieHa BompocaM 3THOJOTHH, MaTOre-
He3a ¥ NaToMopgoJIOrnu nepunanuiIsipHoi reorpadu-
4eCKOH XOPHOMAaTHH. DTHOJIOTHS €€ OCTAETCS HEesSCHOM.
ABTOpbl MOHOTpauH 060CHOBAHHO HCKJIOYAIOT TyOep-
KyJI€3Hyl0, Te€pPTeTHUECKYI0 M TOKCOMJIA3MO3HYI0 3TH-
oJioruto 3abosieBanus. C yueToM AAaHHbBIX JUTEPATypbl
MCKJTIOUeHa poJib U MH(EKIIMOHHO - a/lJIepruuecknx (ak-
TOPOB, CUCTEMHbIX U CHUHJIPOMHbLIX 3ab6oseBaHuid. Ha-
nboJiee Ke BEPOSITHOHU MpearnosaraeTcss reHeTHyecKas
NpepacrnoNoKeHHOCTb K MepUnanuIIsipHoil reorpa-
tuueckoil xopuonatuu. O6 ayTOCOMHO-TOMUHAHTHOM
HacJe0BaHuKM  cBUeTeNbCTBYIOT 40-s1€THHE HaO6J110-
nenust Kr. Sveinsson sa nByMs TakuMu OOJIbHBIMH U
MX noromMkamu B 4 mnokosenusix. C Apyroifi CTOPOHBI,
R. Fossdol et al. (1995) ycranoBu/u, uto paccMaTtpu-
BaeMoe 3aboJjieBaHue 00yCJOBJIEHO ayTOCOMHO-pelec-
CHBHOH HACJeICTBEHHOCTbIO 1Mo Xpomocome 11plH.
Muenust o ero natoreHese Takxke pasHopeunBbl. OnHu
aBTOPbl BBIAEJSAIOT 2 OCHOBHbIE T[aTOreHeTHUECKHE
dhopmbl 3aboJieBanus (a6UOTPODUIO U BOCTIANHUTENLHbBIH
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npotecc). pyrue ke, B TOM uucse aBTOPbl MOHOIpa-
bun, — 2 ¢asbl (3KCCyIaTHBHYIO M TUCTPODUUECKYIO)
e/IMHOro naroJiornyeckoro mnpotecca. CooOlueHus o
MOP(OJOTHUECKUX UCCAETOBAHUSIX TPH HAUATbHBIX CTa-
JMSIX TIepUNanuIsipHoli reorpaduyeckoil XopuonaTuu
MOKa OTCYTCTBYIOT, B TO BpeMs KaK MopdoJiornieckas
KapTHHA MpH MO3AHUX CTAIUsAX 3a60JeBaHUsl HE UMEeT
XapaKTePHBIX OTJIMYUH OT JAPYTHX 1IEHTPaJbHBIX XOPHO-
peTHHAJILHBIX IMCTPODHT.

B rniaBe 3 noapo6HO paccMOTpeHa KIHHHYecKas Kap-
TUHA NePUNaNUIAPHON reorpadUueckoil XOpHONaTHH,
npeacrapiaeHa kKjaaccudukauus aboseBanus. Cpean
O0JIbHBIX paccMaTpUBAEMON KaTeropuu npeobJanalor
JIMLA CPeIHero W MoxXuJjoro Bodpacta. B marepuasnax
aBTOPOB Bo3pacTHas rpynna jo 20 JieT BK/IoUaeT BCero
12 GosbHbIX: 4 pebenka u 8 noapocTkos. Bmecte ¢ Tem,
JIMTEJIbHbIe HaOJ0/1eHHs 3a 4 MTOKOJeHUsIMU OO0JbHBIX
C MepUnanuIsipHoll reorpaduueckoil XopHonarHei,
nposeneHnbie Kr. Sveinsson (1979), nokasasnu, uto oHa
4acTo BO3HUKAET B JETCTBE MJIM B MOAPOCTKOBOM BO3-
pacte. B3aumocBsisu paccmaTpuBaemMoro 3aboJieBaHusl
KaK C COMaTHYeCKOH MaToJIoruel, Tak U ¢ aHOMaJIusIMH
pedpakuuun He o6HapyxeHo. [Ipeobmanaet qBycTOpoH-
Hee nopaxenue rias (69 %), XOTs MOUTH B TPETH TAKHX
CJlyuaeB MKy MopaKeHUeM OJIHOTO W JIPYroro rjasa
HabJsoaeTcss BpeMeHHo# pa3pbi oT 1 10 10 u Gosee
net. OHocTopoHHui npoLece auarnoctuposan y 31 %
OOJIbHBIX.

OcHOBHBIM ~ O()TAIbMOJIOTHIECKMM  MPOSIBJICHUEM
nepunanu/IsipHoil reorpauueckoil XopHOMaTHU $IB-
JISIOTCS TepUNanuIsipHble XOPUOPEeTHHAJbHbIE OYaru
JlaHakapToo6pa3Hoil (GopMbl, KOTOPbIE B MPOABHHYTHIX
CTaAUsIX PACTPOCTPAHSAIOTCS HA MaKyJay U repudeputo
raasHoro aHa. IlpeoGsagatouiumM LBETOM 0OyYaroB siB-
nsietcst cepe6pucto-6eabiii (57 %) u Geqbit (17 %).
Bonee uem y nosoBunbl 6odibHbIX ¢ [II'X oTMeuaeTcs
yMepeHHast MUTMEeHTall|sl 09aroB B BUJIE MATEH ( < IIKypa
Jeonapaa»).

B paspaGortanHoii aBTOpamMu KJacCH(pHUKAIUU TO
JIOKAJIM3allMK 04aroB M pacnpocTpaHeHHOCTH MpoLec-
ca BbIJeJIeHbl 3 OCHOBHbIE CTaJMU TePUNATTHSIPHON
reorpaduyeckoil XxopuonaTuu: npu HauasbHoi (1 cra-
JIMK) ouaru pacroJaratoTcsi HCKJIIUUTEJbHO B MepHu-
nanuasipHol 3oHe; npu BbipaxkeHnHou (1) — nepu-
NanuJIsipHO, C pacnpocTpaHeHWeM Ha MakKyJy; MpH
najiexo sauieauied (I11) — o6mMpHble ouaru jokaJju-
3yl0TCsl KaK B IIEHTPaJbHbIX, TaK U B nepudepuiecKux
oTaeJsax rjazHoro aHa. Il craguto saboseBaHus aBTo-
pbl nozapasnenusnd Ha [I-A (¢ nopaxenuem nepudepun
MakyJbl) U 1I-b (¢ mopakenuem 1eHTPabLHON 30HBI
MakyJibl). K s1060fi craguu npoiecca NpUMEHUMbI
npeaioxKeHHble 3apyOeKHbIMU aBTOpaMHu (hasbl Mepu-
nanuIsipHOi reorpacduueckoil XOpuomnaTHu — 3KC-
cynatuBHas u aucrpoduieckas. [Ipu popmynuposke

JlMarHo3a paccmaTtpuBaeMoro 3aboJjieBaHHsl OTMeva-
I0TCsl cTaaus, (asa rnpouecca U MMEIOIHECs OCJI0XK-
HeHusl. HanboJsiee yacTbIMM U3 HUX IBUJIMCH OTCJOMKA
MUTMEHTHOTO STMUTEJHS, HEHPOIMUTENUsT U cyOpeTH-
Ha/lbHAsl HEOBACKYyJsipHasi MeMOpaHa B MaKyJsipHOU
3oHe. OcTpoTa 3peHHst 3aBUCHT OT COCTOSTHUS MaKy-
JISSPHON 00J1aCTH CeTYATKU. YBeJUYEHHE CJIeNOro MsT-
Ha HabJoaan0ch B 96,5 % cayyaes, LeHTpaJibHble U
napateHTpasbhble cKoToMbl — B 96,8 %, cyxenue
nepudepruyeckux rpamHull noas spenus — B 22,8 %
(npu Il cranuu 3a6osneBanus). CHUKEHHE TEMHOBOH
azgantauuu OblIO BbISIBJAEHO Takke y OosibHbiX ¢ III
cTajMel nepunanuisaspHol reorpaduuyeckoil Xopuo-
natuu (B 88 % cayuaes).

[naBa 4 nocesillleHa AuarHocTHKe W AUdepeHIH-
aJlbHOH JIMarHOCTHKe paccmaTpuBaemMoro 3aboJeBa-
Hust. OnucanHasi Bblllle odTaibMOCKONMUYecKast Kap-
THHA SIBJSIETCSl €€ MAaTOTHOMOHHYHBIM MPU3HAKOM H
nabJonaercss y 96 % Takux OosbHBIX. [ OLEeHKH
COCTOSIHUSI TJIa3HOrO JHAa HeoOXOAMMO HCI0Jb30Ba-
HHE COBPEMEHHBIX MeTOI0B O0(PTaJIbMOCKONHH, B TOM
uncsie GMOMHKPOO(TANTBbMOCKOTIHH ¢ achepuiyecKUMH
BbICOKOJMOTNITPUHHBIMU JIMH3aMH, O(PTaJbMOCKOMHHU B
TpaHCOPMHPOBAHHOM CBeTe, a B HEOOXOAUMbIX CJIy-
4asgx — C MPUMEHEHHEM ONTHYECKOH KOTePEHTHOH TO-
morpacduu. BpisiBieHHMe NMAaTOrHOMOHMYHBIX MPOsIBJIE-
HUH 3a60JieBaHUs TIO3BOJISIET yCTAHABJMUBATD JAHArHO3
y2Ke TOJIbKO MO0 OJHOH 0(TaSbMOCKONHUYECKOH KapTH-
He. OHAKO MPH UX OTCYTCTBHUHM, AHATHOCTHKA MepUna-
MUJISIPHON reorpaduyeckoil XopuonaTuu MpeacTaBn-
JisieT 3HauuTesbHble TPyAHOCTH. OcoOble CJI0KHOCTH
CBSI3aHbl C CBOEBPEMEHHOH JMAarHOCTHKON €e aTHIHY-
HbIX popm. B 060ux 311X caydasx TpeOyeTcs TIATEb-
Hast i depeHIanbHast AMarHocTHKa ¢ IpUMeHeHUeM
KJIMHHUKO-J1a00PaTOPHBIX METOJOB, TPOBOKAIIMOHHBIX
npo0, Q0opecleHTHON aHTHorpaduK U 3a4acTyo Jiu-
Hamuueckoro HabJoeHUs 3a 60JbHBIM. B riase npes-
CTaBJIeHbl MHOTOYMCJEHHbIE KJIMHHUECKHE MTPUMEpPHI C
KaueCTBEHHBIMU HJIJIIOCTPALIUSIMH.

[naBa 5 mocesilleHa JedeHHIO NepunanuispHoi
reorpacuieckoi XopHonaTiu 1 ero peayssraram. [Ipes-
CTaBJIEHbl JaHHbIE O 11€J1eC00O6PAa3HOCTH PEryJsIPHOTO
MPOBeNeHUsT MeIMKAMEHTO3HOH MaTOreHeTHUECKOH Te-
panuu. [IpoBoauress mecTHas U cuctemMHasi MeTaboJH -
yeckasi Teparnus B coueTaHuu (Mpu SKCCyaaTHBHOM haze
3aboJieBaHusl) ¢ HecrnelupHIeCKUMH MPOTHBOBOCTAJH-
TeJbHBIMU TIpenapataMu. [Ipopo/ekuTesbHOCTE Kypcea
JiedeHust 0ObIYHO COCTaBJIsIET Mecsill. ABTOPbI peKOMeH-
JyIOT TOBTOPSITh MX He MeHee 2—3 pa3 B roa. Paspa-
60TaHbl MPUMEPHbIE CXEMbl JieUeHHsT TUCTPOPUUECKOH
M 9KCCylaTHBHON (ha3 3aboJseBanus. Briepsble npu Jie-
YeHMH TaKUX OOJIbHBIX YCIHElIHO MpUMeHeHa MeTOIUKa
JIJa3epPHOT0 BO3JEHCTBHUS /15 MpeyNpexKIeHUsT pacrpo-
CTpaHEeHHsl XOPHOPETHHAJbHBIX 04aroB Ha Maky.y. s
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JIGUEHHS T1ePEUHCJICHHDIX BbILlIe OCJIOKHEHHUH Mepurna-
MU/ PHOM reorpaduuecKoil XOpHONaTHH MPUMEHSIOTCS
o6l1enpuHsThIe JazepHble BMeliaTenbersa. [1pu [I—1I1
cTanusax 3aboJieBaHnsl ¢ yCTOHYMBOH AHUCTPOHUUIECKON
(hasoil ¥ HU3KUMH 3PUTEJbHBIMU (PYHKLHSIMH arpobu-
poBaHa onepauusa peBacKyJ/spU3aLnuH XOPHOHEH.
[TostoxKuTe/IbHBIE pe3yJ/IbTaThl KOMILIEKCHOTO Jie-
UeHHsl TMepUNanuIsipHoil reorpaduiyeckoil xopuorna-
THH 3aKJ/I0YaloTCsl B CTAOW/IM3ALMH NATOJOTHYECKOrO

mpolecca M COXpaHeHWH 3pUTesbHbIX QyHKIMi. [Ipn
OTCYTCTBHH K€ PEryJsipHOro JieueHHsl y OOJIbLIMHCTBA
60JIbHBIX HAO0JI0/IaeTCsl HEYKJIOHHOE MpPOrpeccHpoBa-
HHe 3a00JIeBaHUSl U CHHXKEHHE 3PUTEJbHBIX (DYHKLHH,
BIJIOTb JIO MX TTOTEPH.

Monorpadust HanucaHa Ha COBPEMEHHOM HAy4yHO-
MEeTOJIHYECKOM YPOBHE, XOPOLIO HJJIIOCTPUPOBAHA U SIB-
JIIETCSl CYLLLECTBEHHBIM BKJIAJIOM B HAyKy M KJMHHUYeC-
KYIO [IPaKTHKY.

3asedyrouuii kageopotl opmaromoroeuu
Cankm-Ilemepbypeckoti eocydapcmaerHoll
neduampuueckou meouyuHcKol akademuu
dokmop meduyuHcKUx HayK, npogeccop

B. B. bpaceckuil

CKOPO BbIVJET B CBET!

© (( BABOJIEBAHHS
_CJE3HOTO
© (O ANIAPATA &

Ha cocrosiBuieticst B oktsa6pe 2007 rona konde-
penuuu «Jlnarnoctuka u JedeHue GoJe3Hel cies-
HbIX OpPraHoB rjasa» Obl10 npeacrasjeHo [locobue
JUIsl TPAKTUKYIOLIMX Bpadel «3aboJsieBaHUs CJAe3HO-
ro annapara» aBropos B. B. Bp:xkeckoro, 0. C. Ac-
taxosa, H. 0. KysuneuoBo#i. 1o usnanue npejicran-
JsieT ocoOblll MHTepec sl Bpadei-odTasbmMoJ0roB
M PUHOJIOTOB TaK Kak 3aTparuBaeT BOMpPOCHI, Kaca-
IOLHECsT AaHATOMO-(PU3HOJOTHUECKHX OCOOEHHOC-
Tell CJAe3HbIX OPraHoOB, METOJ0B MX HUCCJEN0BAHUS U
Jgedenusi. Kuura pekomeHnpoBana y4yeGHO-MeTOJH-
yeckuM oObenuHennem (YMO) no MeauuMHCKOMY
1 (hapmaleBTHUECKOMY 0Opa3oBaHuio By3oB Poccuu
(ot 11.02.2008) B KauectBe yueoHoro [locobus aas
Bpauel CHCTEMbI TOCJAEBY30BCKOTO NMPOeccHoHalb-
HOoro o6pa3oBaHusl.
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