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NCNOJIHUNOCL CTO JIET
CO [iHA POXXAEHUA
BbIAHOLLIErOCH
NEAWATPA AHOAPESA
BIAAUMWUPOBNYA
MA3YPUHA
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OT PEOAKLIN

AnekcaHap
[puropbesuy
PYMAHLIEB

[A.M.H., akageMnk PAH, Hay4HbI pykoBOaUTENb
®BI'Y «<HMWL petckoin remarosnorum,
OHKOMOTVN Y UMMYHOJIOr MM UMeHV OMuTpust
Poravesa» MuHagpasa Poccun, Mockea

Joporue xosuteru!

CrenyiaabHbIA HOMep Halllel ra3eThl
TIOATOTOBJIEH K IV 06befMHeHHOMY KOH-
rpeccy POZIOT 1 paGodyeMy COBeIIaHUIO
IVIaBHBIX IETCKUX OHKOJIOTOB/T€MaTOoJIO-
roB Poccuy ipu yaacTuu 3apyOeKHbIX
kosuter EBpAZIO u EBpAsSc.

OCHOBHO€ Hay4YHO-IIPAKTUYECKOe Ha-
TpaBjieHye che3na — opdaHHbIe 3a60-
JIeBaHWSI, MOJIEKYJISIPHO-TeHeTIYeCKas
JIUATHOCTUKA, TAPTeTHAsI TEPATUA OILy-
XOJIel, XUMUOUMMYHOTEPAITUS U KJIe-
TOYHbBIE TEXHOJIOTUU.

Byzet o6cyxparecsa nossienvie B MKB-11
HOBOTO KJ1acca «bojlesBH UMMYHHOU
CUCTEMEBID», B pyOPUKATOPbI KOTOPOT'O
TepeMeleHbl HaCIeACTBeHHbIEe U IIPU-
oOpeTeHHbIe HapyleHNA QyHKIN Kile-
TOK KPOBU M KOCTHOMO3TOBOM HeJlOC-
TAaTOYHOCTHU, PaHee HaXOAUBIIHeCH
B K1acce MKB-10 «bosiesHu KpoBU».

Heo6xomyMo IiepecMOTpeTh IIacIopTa
U y4eOHBIe IIPOIPAaMMBI TeMaTOJIOTOB
¥ IMMYHOJIOTOB, OpPraHmn30BaTh B JIITY
HOBYIO JJAGOPATOPHYIO 6a3y U TPEXyPOB-
HeBOe OKa3aHYe MeAUITMHCKON ITOMOIIY
JeTAM ¢ 60JIe3HAMYU MIMMYHHOM CHCTEMBL

«MepuItHA ABJIAETCA HAYKOH, a Bpade-
BaHUe — MCKYCCTBOM, U TaM, I7ie OHO
IepecTaeT ObITh UCKYCCTBOM, MeIUIINHA
TepseT 3HaYeHHUe KaK HayKar. DTa MyApasd
MBICIb IPUHAIEKUT aKageMuky PAH
U.A. KaccupckoMmy. B ee iyxe Ha paGouem
COBEIJAHVY BIIePBbIe OYAYyT 00CyKAAThCS
TeJleMeIUITTHCKYe TeXHOJIOTHH JUarHo-
CTUIKY, JIEYeHN, AUCIIAHCEPHOTO HAOIIO-
JleHVA Y peabIUINTaIUY leTel C OHKO-
JIOTMYeCKMMHU Y TeMaTOJIOTHYeCKUMU
3a60/IeBaHILIMU.

Konrpecc oTKpoeT CMMIIO3MyM IaMATH
B.B. ApanacreBa. BcmoMHUM 1 Hammx
yuuteneil — akagemuka 10.®. Mcako-
Ba U WieHa-KoppecnoHazeHTa PAMH
AB.Ma3sypuHa: CTosIeTHHe 100rIer 060mx
MBI OTMeYaeM B 3TOM TOZy.

NCTOPVA MEOVLIVHBI

K 100-neTuio co gHa poxaeHus IOpus
Pepoposuyva NcakoBa

10.®. icakos (1923-2016) — BbigatoLymiics Bpad, Yautesb ¢ 60s1bLLIov OYKBbI, BOCIINTAB-
i nnesgy getckux xupypros CCCP n Poccnn, opraHn3aTop 34paBooXpaHeHUs, iaypeart
locynapcrteeHHsbIx npemui CCCP n PO, npemun lNpasutesnibctBa P®, 3acily>XeHHbIV
gesitesnib Haykm PCOCP, akagemuk PAMH, goktop MeguumHCKkux Hayk, rpogpeccop. IOpuii
defopoBunY CTOSIJ1 Y UCTOKOB XUPYPIrnv B IETCKOW OHKOJIOrMN 1 reMaTosiorim, Obi rnep-
BbIM pykoBoguTtesnem otgena xupypriuv HUW getckoii rematonornm MuHsapasa PCOCP,
opraHn3oBaHHoro B 1991 rogy (HbiHe — ®I'BY «HMWIL| getckovi rematonornm, OHKo/10rum
1 UMMYHOIOrn nmeHn Jmutpus PoradeBa»).

AnekcaHap
tOpbeBny 3
PA3YMOBCKUIN

YneH-koppecnoHaeHT PAH, 3aB. kadhegpoi aetckon
xupyprum N’6OY BMO «PHUMY umenmn H.W. Muporo-
Ba» Munagpasa Poccun, Mocksa
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[.M.H., npodbeccop kadenpbl AETCKOWN XMpyprm
F'BOY BIMO «PHNMY nmenun H.W. MNuporosa»
MwuHsppaea Poccuu, 3aM. rnaBHoro Bpada

I'BY3 r. MockBbl «[leTckasi Fopoackas KInHuYeckas
6onbHuua Ne 13 nmenun H. ®. dunartosa
[HenaptameHTa 3apaBooxpaHeHns MockBbl»

JINHHOE MYXECTBO

Popuica IOpuit ®emopoBud 28 HUIOHA
1923 roga B ropoze KoBpos Biagumup-
CKoI1 obmactu. B 1941 romy mocire oKoHYa-
HUA CPefHEeH IKOJIbI J0OPOBOJIBIEM yIIesT
Ha QpoHT. B dpeBpaye 1942 roxa, Oymydu
KOMAaHAMPOM pa3BeJbIBaTeJIbHOIO B3BOJAA
52-i1 apmuu JIeHMHTPaICKOro GPOHTA, ObLT
TSKeJIO paHeH B 6010, HO CBOEro II0CTa
He ITOKUHYJI ¥ 60eBYIO 33/]a4y BBIIIOTHIIL.
B 1944 rony 6bUI KOHTY)KeH. 3a JIUYHOe
MY>KeCTBO U BePHOCTb BOMHCKOMY JOJITY
yAOCTOEH Memaiu «3a oTBary». Ilocie
PaHeHUA IIPOLOJDKUI CIyKOy B KadecTBe
CAaHUHCTPYKTOPA B JleCAaHTHBIX yacTax Kpac-
HO3HaMeHHoro banruiickoro ¢uora. Kak
Y4YaCTHUK BOIHBI HarpaXkieH opieHoM OTe-
4eCcTBeHHOU BOWHEI | cTelleHU, MeJaIaMU
«3a 060poHY JIeHUHTPaJa», «3a obeIy Haf,
Tepmanueit».

IMocte AeMOOMIM3AIIAY TIOCTYIIII Ha Jiedes-
HbIN (aKynbTeT 2-T0 MOCKOBCKOIrO Me-
JUIUHCKOro MHCcTUTyTa (MMU) umenu
H.U. ITuporoBa, KOTOPHIY OKOHYUII C OTJIU-
queM B 1951 roay. C TpeTbero Kypca 3aHu-
MaJICS B KPYXKKe, a 3aTeM U B CyOOpAUHA-
Type Ha Kadezpe oOumieil XUpPypruu.
B 1951 roxy nmpodeccop Cepreit JIMmutpue-
BUY TepHOBCKU — OCHOBOIIOJIOXKHUK JIeT-
ckort xupypruu B CCCP — mpemioxui
TJIaHTJINBOMY CTY[eHTy IIOCTYIIUTh B OPIY-
HaTypy Opu Kadenpe JeTCKOM XUPYPIUHU.
TepHOBCKUI CBOMIM JIMYHBIM y4acTHeEM
B KayeCTBe yYeHOIo M Ileflarora ChIrpas
GOJIBIIYI0 POJIb B CTAHOBJIEHUU MHOTHX
MOJIOABIX XUPYProB. IloaToMy Hec/Iy4aiiHo,
BBIOMPAs CIIeNUAIBLHOCTD, VICAaKOB OCTaHO-
BWJICA Ha JeTCKOM XMPYPIuHU U Ha JoJrue
TOIbI COXPAHWWI TPeJAHHOCTD UesIM CBOeTO
yUUTeIA.

NnyTb B MPO®PECCUIO

I0puit ®eopoBUY yCIIENITHO OKOHYIII OPAY-
HaTypy (1951-1953), a 3aTeM U acHUpaH-
Typy (1953-1954). B 1955 roay 3amu-
TWI KaHTUJATCKYIO JYCCePTALMIO Ha TeMy
«BHYyTpUBeHHaA U BHYTPUKOCTHAA aHeCTe-
3UA IPU oIepanuAX Ha KOHEUYHOCTAX
y ZeTeii», a B 1963 romy — SOKTOPCKYIO
«bose3Hu ['mpHInpyHra y fereii (maroreses,
KJIVHUKA, JiedeHue)». B 1964 roay Vcakos
TIOJTy YW1 3BaHMe Ipodeccopa kadeapsl JeT-
CKOM XUpypruu LleHTpaIbHOTO MHCTUTYTA
ycoBepIlIeHCTBOBaHUA Bpadel (LIYB),
a B 1966 rofiy ero nu36paau 3aBeayoIIuM
Kadenpoil Xupyprudeckux 6osesHel net-
CKOro Bo3pacTa 2-rTo0 MMU u Bckope Ha3Ha-
YIWIN IJIABHBIM JAeTCKUM XUPypromM MuHu-
cTepcTBa 3ApaBooxpaHeHus:a. Ilo ero
WHUNATUBe Ha 0a3e KJIMHUKU UMeHU
H.®. duraTosa GbLI CO3kaH Bcecoro3HbIi
JNeTCKUM Xupyprudeckuil meHTp. Tak
HayaICA HOBBIM 3Tall He TOJIbKO B »KU3HU
IOpusa ®emopoBuya, HO U B pa3BUTHU JeT-
CKOI XWpYypryUM B Hallel cTpaHe. B aToT
IIepUo/J, CO3AAHMUA COBPeMEeHHOU IIKOJIbI

JIeTCKUX XUPyproB Poccuu HanGosee sspKo
MIPOSABWJICS €T0 TAJIAHT GJIeCTAIIero y4e-
HOTO U XUPYPra, OpraHU3aTopa-Iearora.

B 1966 rozy mo wHUIMaTHBe akKaje-
Muka bopuca BacminbeBuua IleTpoB-
ckoro 10.9. VicakoB CTaHOBUTCA PYKOBO-
JquteneM [JIaBHOTO yIIpaBiIeHUA yIeOGHBIX
3aBesleHuit Munszgpasa CCCP (1966-1981).
IToz ero HayasIoM BHeZIPAETCA PAJ, IIporpec-
CUBHBIX peOopM, 3HaUUTEILHO YIy4IIao-
WX IeJaTOrYeCKU IIPOIece, IIOATOTOBKY
Ka/IpOB B CyOOpAMHATYpPe U UHTEPHAType
110 O6IIMM BPaYeOHBIM CIEITUATBHOCTIM,
BBOJAMTCA ABYXTOAWYHAA CIIelaIn3aly,
U3MEeHSIOTCS yueOHbIe IUIAHbI, YTO T03BO-
JIWJIO 3aTeM YCIEITHO PelIuThb IIPosiieMy
SKBUBAJIIEHTHOCTH COBETCKUX U 3apyOex-
HbBIX AUIUIOMOB Bpada.

COBCTBEHHbIN BKNAQ

Opuit ®eropoBry pasBUBAI XUPYPrUIO
HOBOPOXXIEHHBIX KaK CaMOCTOATEIbHbBIN
paszen IeTCKOM XUpypruu, Hayauao KOTo-
pOMY B OTeYyeCTBEHHOU KJIMHUKe OBbLIO
TIOJIOXKEHO ero yuyuTeneM TepHOBCKUM. [l
yIy4dlleHUA JiedeHUA HOBOPOXKIEHHBIX
U CHIDKEeHUA JIETATBHOCTU I10J] €T0 PYKOBOJ-
CTBOM U3YYAJIUCh U BHEAPSUIUCH B IIPaK-
THUKYy Haubojiee IPOTpeCcCUBHBIE W€
¥ IIOAXOABI K AUATHOCTHKE U JeUeHUIO:
OlleHKa UCXOLHOro ¢oHA COCTOAHUSA HOBO-
POXKJIEHHOTO0, TPeOyIoero HeOTVIOXKHOTO
XUPYPru4ecKoro BMellaTeJbCTBa, U CTe-
IeHU ero pUCKa; MCCIefjoBaHUE POJU
nHeKINOHHOIO (haKkTopa B IIaTOreHe3e
II0CJIeOIePAIOHHOM 60JIe3HYU; COBpeMeH-
HbIe MeTOAbI AUATHOCTUKY; PAaHHAA KOP-
PeKIyA IIOPOKOB Pa3BUTHSA; COBEPIIEHCTBO-
BaHUeE U pa3pab0OTKa HOBBIX OIEPALIVIL.

Bemyrmum HarmpasieHreM paboTsl MicakoBa
6bLUTa TOpaKaldbHaA Xupypruda. Ero Hayd-
Hble UCC/IeJOBAHUA 0XBaThIBAIY IIPAKTU-
YeCKHU BCe ee Pasfiesibl, B Pe3yJIbTaTe 4ero
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NCTOPUA MEOVLNHDBI

K 100-neTtuto co gHA poXaeHus
IOpua ®Pepoposunya NcakoBa

4| Oxonuanue, nauano na cmp. 1

HaKOITWJICA OOJIBIION OIIBIT JIEUEHUA AeTel
¢ 3a60J1€eBaHUAMU U IOPOKAMU Pa3BUTHUS
ey, 'pyHOU KJIeTKY U TPYAHOM IOJIOCTH,
JIETKUX, CPeIOCTeHUA, ITUIIEeBO/A, YKeTyIKa
U IIeYeHU.

B aKCTpeHHOU XUPypruu NIMPOKO UCIIONb-
30BAINCH O0BEKTUBHbBIE METOABI (YIBTPa-
3BYKOBO€ UCCIeJ0BaHUe, TACTPOLYOLeHO-
cKonusA, aHruorpadgud, paJiou30TOITHAA
JMUarHOCTHKa). PazpaboTaHa IMyHKITMOHHAS
MUHU-JIAIaPOCKONHA, TO3BOJIAIOIIAA IIPAK-
THU4YeCcKU B 100 % HaOIIOJeHUN JUaTHOCTH-
POBaTh IPUYMHY «OCTPOTO KUBOTA» Y TeTel
BCeX BO3PACTHBIX I'PYIIII, BKJIIOYas HOBO-
POKIeHHBIX.

MHorwue rozas! 1of, pykoBozacTBoM 10.®. Mca-
KOBAa MHTEHCUBHO BEJIUCh PabOTHI B 00JIa-
CTH IeTCKOM XUPYPrudecKoU racTposHTe-
POJIOTUM U IPOKTOJIOTUU, KOTOPbIe ObUTH
OCHOBOIIOJIATAIOIIUMU TIPU JIeYeHUU
Gosie3aHy [MPIITIPyHTa, AaHOPEKTAIbHBIX
TMIOPOKOB Pa3BUTUSA, HeJleprKaHUsA Kaja,
TIOPOKOB Pa3BUTUA HAPY)KHBIX JKETIHBIX
XOJIOB Ml TOHKOM KUIITKU, IOBPeXJeHUN
OpPraHOB OPIOITHOM ITOJIOCTH.

HOpuit ®emopoBud BHEC HEOIIEHUMBIN BKJIAT,
B pasBUTHeE JIeTCKOM sHAoxupypruu. Ha 6aze
PYKOBOAMMOM UM KJIMHUKY OFHOU U3 IIep-
BBIX B CTpaHe ObUIA CO3aHa CITeIUATA3UPO-
BaHHAS JHAOXUPypTrUYecKas CIyxoba.
U Temepb AMAarHOCTUYeCKas U JiedeOHas
JIAIApOCKONUSA IIUPOKO HCIOJNb3yeTCs
B COBpeMeHHOMU JIeTCKOM XUPYPTUu.

Ha py6exxe 1950-1960-x ronoB TepHOBCKUI
3JI0XKUJI OCHOBBI Pa3BUTUA AETCKOH ypo-
JIOTUYeCKOM CIIyKObl. DTO HauMHAHUe
ycnenrHo npogonkui F0.®. Micakos, 6iaro-
JapsA yeMy HadyuHaA ¢ 1966 roga meTckasa
He(dPOypOJIOTUA JOCTULVIA 3aMETHBIX yCIIe-
XOB B IMATHOCTUKE U JIeYeHUU IaTOJIOTUU
MO4YeBbIBOAAIIEH cucteMbl. C IepBOM IOJI0-
BUHBI 1970-X o, pyKOBOZCTBOM lcakoBa
HayaJIoCh IIMPOKOEe BHEpeHVe UHCTPYMeH-
TaJIbHBIX METOZOB IUAaTHOCTUKY U JIeUeHU
3a00JIeBaHNM HIKHUX MOYEBBIX ITyTel
C IIOMOIIBIO SHAOCKOIIMYECKON TEXHUKU.

Pa3BuBaIMCh HOBBIE HAIIPaBJIeHUA e TCKON
YPOJIOTMY — ayTOTPAHCIUIAHTALVA ITOYKH
IIPU NIPOTAKEHHBIX CTPUKTYyPaX MOYeTOd-
HUKA U ero TOTATHHOM! AUCIUIa3UY IIPU MeTa-
ypeTepe, IpUMeHeHe KOMIIPeCCHOHHBIX
YCTPOMCTB 1A IUKBUAAIINY CTPUKTYP ypeT-
DBbI, PEKOHCTPYKTUBHbIE MUKPOXUPYPIide-
CKUe BMeIlaTe/IbCTBAa Ha CIIUHHOM MO3re
Y IIPOBOJAIIVIX ITYTAX B KOMIUIEKCHOM Jieye-
HUU JleTell ¢ MUeJIONUCILIa3uel, COITPOBOXK-
JIAIOIIeliCs TOTATFHBIM HeJlepsKaHueM MOYH,
JIeTAThHOE U3yJYeHre MUKPOOHOTO Ier3aKa
TIPU BOCIIAJIUTEILHBIX OCTIOKHEHUSX 32060-
JIeBAaHUU ITIOYeK Y MOYEeBBIX ITyTel.

Oputi ®eopoBUY yzieIsa1 MHOTO BHUMAHUA
poGJieMaM TPaBMaTOJIOTUH U OPTOIIEIUH,
npopospKad geo, Hadatoe C.Jl. TepHOBCKUM,
B KJIMHUKE KOTOPOTO, IIOMIMO CTaIllOHap-
HOTO OTJieJIeHUs, ObLIU OTKPBITHI TPaB-
MaTOJIOTUYeCKUM IIyHKT, MeXXPpallOHHbIHN
KOHCYJIBTATUBHBIN KabWHeT U KaGuHeT
JIOTIeYNIBaHMA OONBHBIX. [107 pyKOBOZICTBOM
VcakoBa BeJIUCh Hay4YHbIe UCCIeJOBAHUA
I10 IIpO6IeMaM COYeTAaHHOM TPAaBMbI OIIOPHO-
JIBUTATEJILHOTO aIIapaTa, XUPypPrudecKomn
TaKTHKe IIPY OTKPBITHIX IIePeJIOMaxX KOCTer
KOHEYHOCTel, IMUPOKO UCIIOIb30BAINCH
JUarHoCTU4YecKasd M olepaTUBHaA apTpo-
CKOIINA y ieTeli BceX BO3PAcToB. B KiHIKe

TPAAUIIMOHHO OCYIIeCTB/ISUINCH UCCIIeN0-
BaHUA TI0 JIEYEHUIO BPOJKIEHHOTO BhIBUXA
6enpa, PEKOHCTPYKTUBHBIM OIlePAIUAM
Ha Ta306eIPEHHOM CyCTaBe, KOPPEKIUU
[IpY TOPOKAX Pa3BUTHUS MABIEB U KUCTH,
KOMITPECCHOHHO-TUCTPAKLIIOHHOMY OCTeO-
CHHTe3y IIPU BPOXK/IEHHBIX U IPUOOpEeTeH-
HBIX 3260JIeBAHUAX OTIOPHO-IBUTATEILHOTO
ammapara, 3JIeKTPOMArHUTHOM CTUMYJIAIAN
oCTeoreHesa.

C umeHeM VMcakoBa cBsA3aHa OpraHU3aIyA
BCell CIyKObI aHeCTe3UOJIOT Y, peaHnMa-
VY ¥ MHTEHCUBHOU TePaluy B KIMHUKeE,
YTO ABWIOCH GOJIBIIMIM BKJIAZIOM B MEIUIIH-
CKYI0 HayKy U IPAKTHIeCKOe 3PaBOOXPaHe-
Hute. [Tof] ero pyKOBOACTBOM GbLTH pa3pato-
TaHbl U BHEJPEHBI B MeAUATPUIECKYIO
MPaKTUKY OCHOBHBIE BUJIbI COBPEMEHHOM
anecresun. Oco60e BHUMAaHUE YIesUIOCh
006€e300/IMBAHKIO ¥ HOBOPOIKIEHHBIX JIETEM.
YT0 KacaeTcs MpoGJIeMbI ITOCIe0ePaIHOH-
HOU 60JIe3HU, ObUTU Pa3pabOTaHBI aJIro-
PUTMBI MHTEHCUBHOM Tepalnmruu I1ocjie
XUPYPrAYeCKUX BMEUIATeIbCTB y HOBO-
POKIEHHBIX U JleTell paHHero Bo3pacra
10 TTOBOAly aTpe3uy MUINeBoaa, nuadpar-
MAJIBHOY IPBLKH, TACTPOIIU3HCA, OIIePATVIA
Ha cocyfax. Psj ucciiejoBaHii IOCBAIIEHbI
U3y4eHUIO OLIEHKY 0OJIH, TPEIOTBPAIEHHIO
¥ JIeYeHUI0 60IEBOTO CUH/POMA Y JIeTel.

Kpome Toro, B cpepe nnTepecos McakoBa
HaXOJWIACh ITpo6yieMa MHTeHCUBHOU Tepa-
IUY HOBOPOXKJ@HHBIX U HeJJOHOIIIeHHBIX
JleTell B KpUTHYECKUX COCTOSHUAX. B cBA3U
C 9TUM BBIPAOOTaHbI U BHEIPEHBI B IIPAK-
THUKY CXeMbI JledeHUs IeTell C pecliupaTop-
HBIM JUCTPECC-CUHAPOMOM, CUHAPOMOM
MAaCCHBHOM acIypanyy, mokom. Paspabo-
TaHbl METOJUKA U IIOKa3aHUA K IIpUMe-
HEHUIO TunepOoapuIecKoil OKCUTeHAITUHN
B KOMIUIEKCe UHTeHCUBHOM Tepalluy B IIe-
JUATPUYECKON IIPaKTHKe.

Tpyzae1 F0.®. McakoBa ChIrpayii OTPOMHYIO
POJIb B Pa3BUTUM COCYAVICTON XUPYPIHUU.
BriepBrble B cTpaHe B 1972 roay Ha 6ase JITKb
uMmeHu H.®. duraToBa HavyaInCh aHTHO-

rpadpuyeckue UCCIeOBaHUA B JeTCKON
XUpypruu. Maygasach Ha HOBOM ypOBHe
reMOJHAMMKA MAJIOT0 Kpyra KpoBooOpaire-
HVIS TIPY OCTPBIX ¥ XPOHUIECKUX 3a607IeBa-
HUSIX JIETKUX, II0-HOBOMY OIleHUBAIUCH
TIOPOKY Pa3BUTUS ITOYEK U MOYEBBIX MyTel,
UCCIIeN0BAIACh ITATOJIOTHA MO3TOBOTO KPOBO-
obparteHus Ipyu aHruoMax. [loxywamy pas-
BUTHE PEHTTeHOXUPYPIUA U SH0BACKYJLAD-
Hasi OKKJIIO3UA C UCIIOIh30BAHMEM CaMbIX
COBPEMEHHBIX MaTepHuaJOB, CIIOCOOOB
U METOIUK.

C MMeHeM yJ4eHOTO CBA3aHO U CO3IAHMe ITep-
BOU B CTpaHe JIeTCKOM MUKPOXUPYPIIeCKON
CTyKOBL. BrimionHeHO Gosiee 300 perviaHTa-

LM NIBbIEB U 42 peIUIaHTally KPYITHBIX
CerMeHTOB KOHeYHOCTeH. Perraniick mpo6-
JIeMbl PeKOHCTPYKTHBHOM U IUTaCTUYeCKOMU
XUPYPTUU C UCIOIb30BaHUEM MUKPOXUPYP-
TUYeCKOM TeXHUKH Y AeTel C IOoCTTpaBMa-
TU4YeCKUMU AedeKramu U fedopMalyaMU
KOHEYHOCTel], a TaKKe C POZOBBIMU IIOBPEX-
JIeHUAMU IUIEYEBOIO CIUIETeHUA.

Psi1 HAyIHBIX U3BICKAHUM, BO3IIABJIEHHBIX
VcakoBBIM, OKa3a/IMCh HOBBIMU HE TOJILKO
JUIA JeTCKOM, HO U JIJIA O0Iel XUPYPruu
¥ KJIUHUYEeCKONW MeJUIIVHBI B IEJIOM.
Cpeu TAKKX IIpo6IeM — IIPUMeHeHIe THO-
TOOGHMOJIOTUYECKOM U30ALUA B LeTCKOMI
XUPYPTUU ¥ UHTEHCUBHOU! Tepamuwu,
HCIIOJIB30BAHME B XI/IPypI'I/II/I MAarHuToOB paa-
JIMYHBIX TUIIOB U XaPaKTEPUCTUK, CBEPX-
HU3KUX TEMIIepPaTyp (KPUOXUPYPTHUs),
CBEPXBBICOKOYACTOTHOTO JIEKTPOMArHUT-
HOTO ITOJIA, JIAa3€PHOM TeXHUKMU.

BrepBrle B cTpaHe B 1978 romy OTKPBLIOCH
OTJIeJIeHVIe TUIepOapIIeCKOl OKCUTeHAITHL.
Co3paH KpUOIeHTP 11 KOMOMHUPOBAHHOTO
JiedeHUs1 OOIIMPHBIX U IIyOOKUX TeMaHTHOM
CJIOKHOUM aHATOMMYeCKOM JIOKaIW3alyuu
IyTeM 5MOOJIM3AIY ITUTAIOIINX OIyXOJI!
cocyzoB ¢ nocenyomeit CBY-KprozmecTpyk-
Iyel, a TaxKe IIPUMEHAINCh U JpyTue
MeTOZbI JIeueHUs COCYAUCTOM IIaTOJIOTUM.

C 1974 roza mopx pykosozacTBoM Mca-
KOBa M3y4aJIoCh IPMMeHEeHNe MarHuToB,
B YaCTHOCTH, JJIA YCTPAaHEHUs KOPOTKUX
CTPUKTYp IIMIEBOAA, a TAKXKe IIPU HapyXK-
HBIX KMIIEYHBIX cBUINAX. [IpoBoguincy
yCIelIHbIe OIlePaAlM C MCIIOIb30BaHEM

MAarHUTHBIX IUIACTUH IIPU BOPOHKOOGPas-
HOU fedopManvl TPYAHON KIETKU.

3HauuTeTbHOE MECTO B UCCIeOBAaHUAIX
IOpusa ®enopoBuya 3aHUMAIO U3yIeHHE
AKTUBHBIX METOZOB JeTOKCUKAIUU (TeMo-
copOIYA, TeMOIUAIN3, 3aMeHHOe TIepesIy-
BaHUe KPOBU U T.[.), YCIIEITHO ITPUMeHSAIO-
IMUXCA B OTAEJNEeHUAX TOKCHUKOJIOTUU
¥ UCKYCCTBEHHOU ITOYKU.

®YHOAMEHTAJIbHbIE NMPOEKTbI

B 1991 roxy IOpuit ®eopoBUY BO3IIABII
xupyprudeckuit orgen H1U getckoi rema-
TOJIOTU, KOTOPBIM PYKOBOAWI B Te€YeHHE
10 sneT. IMeHHO OH IpUBJIEK K paGoTe
B 00JIaCTH AEeTCKOU XUPYPTUU aKaIEMUKOB
PAH Dpyapna AnexkcanapoBuda CrerraHoBa
u Bukropa ApkagseBrda MuxenbCcoHa, IIpo-
(deccopos Hukosnasa Jmurpuesrya Illymosa
u Anexcanppa lOppeBruda PasymoBcKoro,
KOoTopkle B TedeHue 20 JeT (no 2011 roza)
OIIpellesIAI CTPATeTUIO U UeOJIOTHIO pas-
BUTHA J€TCKOU XUPYPIUU B 0GJIACTH OHKO-
JIOTUM ¥ TeMaTOJIOTUH JIeTCKOT'O BO3PacTa.

Akagemuk VicakoB — aBTop 6ostee 350 Hay4-
HBIX paboT, B ToM yucie 18 MoHOrpadui,
IIATU y4eGHUKOB U y4eGHBIX ITOCOOUH,
12 uzob6petenuit. Cpei HUX — Takue (QyH-
JaMeHTAJIbHbIe PabOThI, KaK JBYXTOMHOE
PYKOBOZCTBO II0 JIETCKOM XUPYPIUU I Bpa-
Yeli, a TAaK¥Ke 10 TOPAKATIHLHOUN U abaoMu-
HAILHOHN XUPYPrUU y AeTel, yIeOHUK JeT-
CKOU XWPYpPIUM JJjid CTYLEeHTOB, BbIJep-
JKaBITUI TPU U3JAHUA, YIeOHUK IT0 OIlepa-
THUBHOM XMPypruu U TororpaguiecKolt aHa-
TOMUM JeTCKOro Bospacrta. Ha kadezpe,
BosmIaBiABIIeiica FOpuem ®enopoBuyem,
3anuieHo 340 AyccepTauii, U3 HUX 60 JOK-
TopckuX. I1of ero pyKOBOACTBOM OILyOJIH-
KOBaHO 11 COOPHUKOB Hay4YHBIX TPYZIOB.
KnuHuka, Bo3IIaBigeMasa aKaZeMUKOM
VicakoBbIM,— IIPM3HAHHBII HAyIHBIN U yIe6-
HBIU LIeHTP — ¢ 1971 roja ocyecTBisIeT
(pyHKIIMIO rONTOBHOM Kadephbl CTPaHbI.

dynramenTantbHble ucciefopanu 10.0. Mca-
KOBa B 00J1aCTU AEeTCKOI XUPypruu B 1979
U 1985 rogax ormedeHs! [ocyapcTBeHHBIMU
npemusamu CCCP, a B 1996 roxy — npemueit
IpaButenscrBa Poccrn. OH Takke Harpax-
JleH AKkajieMIdecKol nmpemueit nmenu Cria-
COKYKOLIKOT'O 32 IIMKJI paGOT 0 IMarHOCTUKE
W JIeYeHUIO CTaUIOKOKKOBBIX 3a00JI€BAHUI
JIETKUX y meTell (1977) u mpeMueli UMeHU
TepHOBCKOrO (1996). B 1999 rogy 3a U1
PpaboT «DHIOBACKYIAPHASA XUPYPTHA Y IeTei
HUcakoBy npucyxzgeHa [ocyrapcTBeHHasA mpe-
mus PO. EMy IpHCBOeHBI IOYeTHBIE 3BaHUA
«3aCITyKEeHHbIH fesTenb Hayku PCOCP» (1973)
U «3aCTy’KeHHbIN n3o6peTatenb CCCP».

Opuit ®eopoBIY — KPYIIHBIN PYKOBOIU-
TeJIb U OPTaHU3aTOp 3/[paBOOXPaHEeHUA.
B 1971 roxy oH u3bpaH YieHOM-
KOPPEeCIIOHJIEHTOM, a B 1975 rofy — 1eliCTBU-
TeJIbHBIM WIEHOM AKaJIeMUN MeJULIMHCKUX
Hayk CCCP. C 1981 1o 1987 roz oH 6bUI 3aMe-
CTUTeJIeM MUHUCTPA 34PaBOOXPaHEeHU
CCCP, a B 1989-2001 ropax — Bulle-TIpe3u/ieH-
TOoM Poccuiickoi akafieMU MeTUIITHCKITX
HayK. C 1992 rofa — IJIaBHBII BHEINTaTHBIN
JleTcKyit xupypr Munsgpasa Poccum. ITo ero
MHULMAaTUBe Co3ZaHa ACCOITAIINA JeTCKUX
XUPYPIoB, a B 1997 roxy BIiepBbIe B Poccru
BBIIIET B CBET JKyPHAT «JleTCKast XUPyPIsi».
B 2000 rogy eMy IIprCBOEHO 3BaHUE I10YET-
Horo npodeccopa Poccuiickoro HaygyHOTo
neHTpa xupypruui PAMH.

Harpaxkznen opaeHaMu «3a 3aCyIyry Iepe,
OteuectBoM» II u III crenrenu (2003, 1998),
OxTaAbpbckoit Peposoruu (1990), Tpyzmo-
Boro KpacHoro 3namenu (1971), OTeue-
CTBeHHOU BOWHSI | cTenieny, JIpy»x6bI Hapo-
J1oB (1983), «3Hak [ToueTtar (1961).
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30OHA OCOBOI" O BHMAHWNA

BpoxaeHHaa peTuHo6nactoma
AEeTen NepBoro roga Xm3Hn

B nocnegHne rogbl Habo4aeTcsi POCT YacToThbl BCTPEHAEMOCTN PETUHOOIACTOMbI B MOMYSISLMN, pACTPOCTPAHEHHOCTb
KOTOpoW cocTaBrisieT oauH crydan Ha 18 Teicsid (15-20 Thics4) HOBOPOXAEHHbIX. Ha fosno aTou oryxosv B cpegHem
npuxogutcs ot 2 4o 4,5 % conuaHbix 3/10Ka4eCcTBEHHbIX HoBoobpa3oBaHui (BHO) y aetevi, npy atom 4o 14 % — B BO3-

pacrte [o roga.

TaTbsAHa
JleoHnpgoBHa
YILAKOBA

.M.H., npocbeccop kadeapbl AETCKON OHKOMNOrn
®rBOY ANO «Poccuiickas MeguuMHcKas akagemust
HenpepbIBHOro NpodheccnoHanbHOro o6pa3oBaHms»
MwuHagpasa Poccuu, BefyLLmii Hay4HbIA COTPYAHNK
OrbY «HMWL, oHkonorum umenn H.H. Bnoxuxa»
Mwun3zgpasa Poccun, Mocksa

: Onuna
*\“’\ AnekcaHApOBHa
KIOH

OdpranbMonor NOANKIIMHNHECKOTO OTAENEHNS
DreyY «HMUL oHkonorum um. H.H. BnoxuHa»
MwuH3zgpasa Poccum

PEOKAS{, HO ONACHAA
PetnroGmacToma (PB) — pefkas u yrpokato-
Ias )KU3HU reHeTYeCKH OII0Cpe/JoBaHHaA
3JI0Ka4eCTBeHHasA OIyXOJIb CeTYaTKU IIa3a
3aHUMaeT JINJUPYIoIee MeCTO Cpeii OHKO-
JIOTUYeCKUX 3a00JIeBaHUN 7143 B IETCKOM
Bospacre. C gaBapsa 2017 o Mapt 2018 roza
B HUU meTCKO! OHKOJIOTUU U reMaTo-
goruu ®I'BY «<HMUIL] oHKOJIOTMH UMEHU
H.H. biioxuHa» nuarHos Pb noaTeepxaeH
y 110 (13,7 %) manueHTOB. 24 (21,8 %) MiIa-
JleHIIaM OH GbLI IIOCTaBJIeH B BO3pacTe
OT MecAna Jo roaa (miaageHdyeckas Pb).
Y 6 (2,7 %) meteii 3a60yIeBaHUE BHIABIIIU
B IIepBble 28 THel )KU3HY (HeOHaTaJIbHasA
PE). Ha mepBoM rozy *usHu 66010 30 AeTeit
(48 MOpaKeHHBIX VIa3), IPUYeM Y Bcex 0OHa-
PyXuBaIach UHTPAOKy/IApHaA Pb.

CTaHZapTHBINA KOMIUIEKC 0OCIeI0BAHUMN
BKJIIOYAJ pacIIupeHHbIA 0TaIbMOJIO-
TUYeCKUH OCMOTP C HUCIIOJIb30BAHUEM
PeTUHATBHOI KaMephI, YIBTPAa3BYKOBOE
WCCIeloBaHre OpPOUT, PETMOHAPHBIX JINM-
(oysoB 1Iem U MpeyIIHbIX 30H, OPTaHOB
OGPIONIHOM MOJOCTH U 3a0PIONIMHHOTO
IIPOCTPAHCTBA, KOMITBIOTEPHYIO TOMOT'Pa-
¢uto opranos rpygHoit kiaeTku (KT OI'K),
MarHUTHO-Pe30HAaHCHYI0 ToMorpaduio
(MPT) opOGUT 1 TOJIOBHOTO MO3Ta C BHYTPU-
BEHHBIM KOHTPAaCTUPOBaHMEM, KOHCYJIBTa-
IIMI0 TeHeTHKa C IOCJIeAYIOUM IIpoBeie-
HUeM MOJIEKYJLIPHO-TeHEeTIIeCKOT0 aHAIM3a
reHa RB1, 1, B 3aBUCUMOCTH OT JIOKQJIN3a-
LIV OITYXOJI, OCYIIECTBIIIOCH IIUTOIOTH-
YecKoe UCCIeToBaHNe JTUMKBOPA U acIupa-
IIMOHHOTO OMOITAaTa KOCTHOTO MO3Ta.

NEPBbIE CUMMNTOMBbI
ITepBbIii 110 YaCTOTe BO3HMKHOBEHU CHM-
IITOM IIOYTU BCEIZA BBLIABIAETCA POJU-

TeJIIMU — 3TO JIEMKOKOPUA (6estoe CBeueHe
3pavka). K coxkajieHuio, OH CBUZIETEIbCTBYET
0 IIPOABUHYTOM cTazuu 3adoseBanys. [Ipu-
MEPHO B YE€TBEPTH C/Iy4aeB BTOPOI OCHOB-
HOM JKay10001 y leTell MJIAIIero Bo3pacra
CTAaHOBUTCH KOCOIJIa3Ke, YTO II03BOJIAET
CYAWTH ¥ O BBIPAKEHHOM CHIKEHUH 3PeHVIS
OOJILHOIO IJIa3a.

Bonee yeM y nonoBuHLI feTel ¢ PB, BbIAB-
JIEHHOU Ha IIepBOM I'OAly, OCTPOTAa 3peHUA
TIOpa)KeHHOTo IVIa3a HaXOAWIaCh Ha ypOBHe
CBETOOIIYIIeHUs, IT03TOMY HEOOXOIMO
TOBBIIIATh OHKOJIOTMTYECKYIO0 HaCTOPOXKeH-
HOCTB cpeiu 0QTaIbMOJIOTOB, ITeJUaTPOB
¥ Ipyrux Bpadeii. O6 3TOM CBUAETEILCTBYET
TakKe cTagus 3a60eBaHUs, HA KOTOPOU
OHO OBUIO BBISBIEHO BIIEPBHIE.

Jlumb B 13 % ciyvyaeB Pb 6bL1a 06HApY-
’)KeHa Ha paHHeHW CTafuu — rpymma A
(puc. 1) mo MeXayHapoAaHOM KiaccudurKa-
iy A.L. Murphree (2005). [I71s1 5TO# IpyTIIibI
XapaKTepHEI lepudepudecKoe pacIoso-
»KeHUe OITyXOJIN, COXPAaHHBIE 3pUTETbHbIE
¢dyHKIVYM 1 HeGosbIIve ee Pa3Mephl, YTO
JiaeT BO3MOKHOCTB IIPOBEIeHYA JIOKAUTEHOTO
JIe9eHUI C MIHUMAJILHBIM II0O0YHBIM BO3-

PucyHok 1. VIHTpaokynapHas Mynstudo-
KaneHas PB, rpyrnna A. lony6simMun
CTpenkamm ykasaHbl Mefnikne o6nakoBug-
Hble MHTPapeTUHanbHble POKYCbl ONyXonm
pa3mepoM Ao 3 MM, pacronaratoLmecs
6onee 4em B 3 MM OT AnCKa 3pUTESIbHOIO
HepBa (3eNieHas cTpernka), 1 hoBea
(6enas cTpenka)

JeCTBMEM HA OPTaH 3pEHUA U OPraHU3M
pebeHKa B I[eJIOM.

27 % meTel 0 rofia UMeU yKe HajleKo
3alleJIIyIo craauno — rpymnmny E (puc. 2),
YTO IIO3BOJIAET IIPEAIIONO0XKUTh BHYTPU-
yTpoOHOe Havano dopmMupoBaHus PB,
HO IIPU 3TOM OOJBITUHCTBO JieTel U3 3TOH
TPYIIIBI IPOILTH AOJITUH AUATHOCTUIECKUT
yTh. [IpakTU4eCKH Bce OHU UMEJIN TAXKe-
JIbIE OCJIOKHEHUA, TaKMe KaK BTOpUYIHAA
IJIayKOMa, py6eo3 PagyKKU U OTCJIOMKaA
CeTYaTKU.

[Tpu Bo3HMKHOBeHUHU Pb 110 TOfa He3HauU-
TeJIBHO IIpe0bIaiaeT GMHOKY/IAPHAA hopMa
(53 %), mpu 3TOM OHa pa3BUBaeTCA 4alle
BCETr0 METaXPOHHO: OIUH IJIa3 HAXOAUTCA

PucyHok 2. VIHTpaoKynsapHas peTuHo-
6nacTtoma, rpynna E. CmeLuaHHbI TMn
pocTa onyxonu ¢ npeo6nagaHvem 3K30-
uTHOro (oTCcnameaet cetyatky). Otcno-
MBLLASICA ceTyaTka, MHPUNETPMpPOBaHHas
Onyxosbto, AOCTUraeT 3afHen Kancysbl
XpycTanvka

HOU 0COGEHHOCTBIO TeueHVs 60JIe3HH, IIPU-
YUHOU KOTOPBIX MOKeT CIy>KUTh (Pr3K10JI0-
TUYeCKUH POCT IIa3a B TedeHUe IIepPBOTro
roja *KU3HU peGeHKa.

B mmosioBuHe cydaeB y HaIIUX Al eHTOB
MIMeJIF MeCTO MHOTOKPAaTHBIE IIPOrPeCcCuu
¥ penyINBEI 3a60/IeBaHUA (MAKCUMAIBHO
3 u 2 pa3a COOTBeTCTBEHHO). BoT mouemy
Jetu ¢ PB 1o roga omKHbBI HAXOAUTHCA MO,
IIPUCTAIBHBIM YaCThIM JUHAMUYECKUM
KOHTPOJIEM.

IIpu IOJTHOM OTCYTCTBUU HaZIeXK, Ha o Pek-
TUBHOCTH KOHCEPBATUBHOTO JIeYeHU
¥ HeOJIarONPUATHBIX GaKTOPax I COXpa-
HeHU IJIa3a (BTOpUYHAA IAyKoMa, pyoeo3
PaIy»KKHU, TOTAIbHAA OTCJIONKA CeTYaTKY,
reMO(TaIbM U IP.), a TAKXKe IIPU Pe3UCTeHT-
HBIX PopMax 3a60eBaHUA, IPU KOTOPBIX

PaHHee BbISIBNEHNE PETUHOBACTOMbI U CBOEBPEMEHHOCTb
AVarHOCTUKM, MO3BONSOLLEN NPUOErHYTb K OPraHOCOXPaHsIIoLLEMY
fle4eHnto, — NepBoCTENEHHas 3agada AeTcKoro ogransmorsora.
Kaxxapblii HOBOPOXOEHHbIN JOMKEH ObITb OCMOTPEH 3TUM
cneumanncTom eLle B pogaoMe € MOMOLLBIO peTUHASTbHOW KamMepsbl

B GoJIee 3aIlyIeHHOM CTaIUM, a B IPYITOM
OILyXOJIb UMeeT MeHbIIre pasMepsl. OTIu-
YUTeTbHAA YepTa KIMHUYeCKON KapTUHbI Pb
y AeTell o Tofa — SHAO(PUTHBIM POCT (PacIio-
JIOXKeHMe OITyXOJIeBOTO y3JIa IIOf] CeTYATKOM).

PB MoO’KeT pa3BUBAThCA B JIIOOOM OTAeNe
OIITUYeCKHU JleATeIbHON YaCTU CeTUYaTKU.
BuyTpuriasHad JOKaIU3alua He uMesa
KaKUX~T00 0COOEHHOCTE!: IIpuMepHo 50 %
CJIy4aeB IPUXOIWIOCH Ha IIeHTPAJIbHOE pac-
IIOJIO}KEHMeE, B 25 % CJIy4aeB OILyXOJIb 3aII0JI-
HsU1a 2[3 o6beMa IIa3a U TaK)Ke IIPYMePHO
B 25 % cIy4aeB pacrosarajgach Ha CpefiHel
U KpaliHel nepudepun ceT4aTKU.

METOAbI JIEHEHUA

B Hamewm uccienoBaHuu 50 % meTeii, KOTO-
PbIM fiviarHo3 PB GBI ITOCTaB/IeH Ha IEPBOM
MecsAlle )KM3HU, UMeJIU COIIyTCTBYIOIIYe
3a00JIeBaHUA, CBSI3aHHBIE C PAHHUM BO3pac-
TOM reCcTalliy,— THIOTPO(pUIO, OpraHmude-
CKOe IopaykeHUe LeHTPAJIbHON HepBHOM
CUCTeMBI, BPOXKIEeHHYIO THEBMOHUIO, OPOH-
XOJIETOYHYI0 ITHEBMOHUIO, OTKPBITOE OBAJIb-
HOe OKHO. DTOT (paKT HeOOXOAUMO YIUTHI-
BaTh IPU BhIGOpDEe MeTOAa JeUeHUs.
B mopapiAromeM OOTBITUHCTBE CIydaeB
(76,3 %) OHO 6BLIO OPTaHOCOXPAHAIOIIVIM!
CeJIeKTUBHAasA MHTpaapTepUalbHasd, B HEKO-
TOPBIX CJIy4asxX — CUCTeMHasA U UHTPAaBUT-
peasbHAA XUMHOTepaNnys, a TAKXKe JIOKaIb-
Hble MEeTOJbI JIeueHUA (KpUOJAeCTPYKIIUA,
OpaxuTeparnyi, Jla3epHas TPAHCIYIIWUIAD-
HadA TepMoTepanus).

IIpu Bo3sHMKHOBeHUU Pb B CcTONIL paH-
HeM B03pacTe Iporpeccus 3a601eBaHus
U 4acThle PeLYAVBEI ABJIAIOTCA XapaKTep-

OPraHOCOXPaHAWIIee JedeHrue Heaphek-
TUBHO, Ha IIEPBOM 3Talle Tepalluy IIPOBo-
JUTCA dHyKJIeanua miasa. 11 u3 48 nmopa-
»KeHHBIX IJIa3 OABEPIINCh IePBUYHON
sHyKIeanuu. K coxxaseHUIo, 3TOT MeTO/,
ObLT Hen36eXKeH.

W3 35 a3, MoABeprinxcsa OpraHoCoXpaH-
I0IleMy JIEYEHUIO, YAAIOCh COXPAaHUTD 31,
YTO cOocTaBWIO 88,6 %. B 4 13 35 ciydaeB
TI0CJIe IIOIBITKM OPraHOCOXPAHAIOIIEro
JledeHUA B CBA3U C ero Hea((HeKTUBHOCTHIO
BBINIOJIHEHBI BTOPUYHBIE SHYKJIeAlU IV1a3a.
Bce metu »KUBbI, He OTMEUYEHO HU OJHOI'O
CIy4asd MeTacTa3supPOBAHMA U Pa3BUTHA BTO-
PBIX OITyXOJIei.

Pannee BriABieHue Pb u cBoeBpeMeH-
HOCTb JUAaTHOCTUKU — II€PBOCTEII€HHAA
3ajada JeTCKoU o(TaIbMOJIOrUU. PaHHAA
JuarHoctyka PB mo3BossgeT nprbersyTh
K OPTaHOCOXPAaHAIIEMYy JI€YE€HUIO, YTO
Ba’KHO U B COLMAJILHOM ILUIaHE, IIOCKOJIbKY
Ka4eCTBO KM3HU MIallUeHTOB He CTpaziaeT
GJrarozaps COXpaHeHMIO IVIA3HOTOo A6I0Ka
Kak (YHKIIMOHUPYIOIIEro opraHa.

KaKapIii HOBOPOXKAE@HHBIH TOKeH ObITh
OCMOTpeH 0(TaIEMOJIOTOM ellle B pojioMe
C UCIIOTb30BAaHUEM PeTUHATBLHON KaMepbL.
KpoMme Toro, Ba)kHOe 3HaYeHUE TPUAAETCS
KaTaMHEeCTUYeCKOMY KOHTPOJTIO ITAITeHTOB
ToCJIe 3aBeplleHus JieYeHN C LIeIblo Hau-
0oJiee paHHETO BBISBJIEHUA HOBBIX OIIyXO-
JIEBBIX 0YAaroB I IIOBTOPHOTO IIPOBEIeHIS
OPraHOCOXPAHAIONIEro JedYeHUs, B uzie-
ajie — IIpU oMo 0(TAIbMOIOTTIECKOTO
JIOKUIBHOTO KOHTPOJIA — TPAaHCIyIWULAD-
HOU TepMOTepamnuu.
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AKTYATIbHAA TNPOBJIEMA

CunHapPOM OCTPOro siu3anca onyxXoJsu:

ponb B Tepanun 3HO y geten

Xots B nocnegHue 20 netT JOCTUrHYT 3HAYUTESIbHbIV MPOrpecc B rnpeaoTBpaLLeHun CUHLPOMA OCTPOIro Jim3unca oryxonm
61arogaps rnosiBJIEHUK COBPEMEHHbIX MpPenapaToB, COXPaHSET akTyaslbHOCTb rpobrieMa ero Treparmu, rnocKosibKy
[0 40 % f[etei ¢ OHKOIOrMYEeCKUMU 3ab0s51eBaAHUSMN KaK MUHUMYM O4HOKPATHO r0CTynasnan B OTAEJIeHNe peaHnMauymm
M UHTEHCUBHOM Teparuun, a CMepPTHOCTb B 3TOU rpyrine 60sibHbix coctassisieT 27,8 %.

HyHe
BaHyHueBHa
MATUHAH

[.M.H., 3aB. OTOENEHNEM aHECTE3MONOTUM U peaHun-
Mauvm HAW peTtckor OHKoNnorum 1 remMatosiorm
DY «HMWL, oHkonorum umenn H.H. Bnoxuna»
MwuH3zgpasa Poccun, npodbeccop kadeapb! AETCKON
aHecTe3nonorum N nHTeHcueHol Tepanun ®AMNO
FBOY BIMO «PHUMY nmenun H.W. Muporosa»
MuH3agpasa Poccum, Mockea

Tumyp
Tenmypa3zoBuy
BAJIMEB

[.M.H., BeOyLLWI HAay4HbIN COTPYOHVK, 3aB. OTAene-
HUEM [ETCKOWM OHKOMOrMK 1 remMaTonorum (Xumuore-
panusa remo6nacto3os) Ne 1 HAW petckolt oHkono-
rmm n rematonorum ®rey «HMUL] oHkonorum

nmenu H.H. BnoxuHa» MuHspgpasa Poccumn, Mockea

EkaTepuHa
UropesHa
BE/IOYCOBA

K.M.H., aHecTeavonor-peaHnmaronor HAW petckoit
oHkonoruv n remaronorum ®rey «HMUIL oHkonorum
nmenn H.H. BnoxuHa» MuHspgpasa Poccun,

Mocksa

AHacTacus
AnekcaHApOBHa
LIMHLIAOSE

K.M.H., aHecTe3vonor-peaHmartonor oTaeneHns
aHeCTe3MoNorum-peaHnMaLmmn v UHTEHCUBHOM
Tepanum HUAW peTckoi OHKonormm v remartonorum
DreY «HMUL oHkonornm nmenn H.H. BnoxvHa»
MwuH3zppasa Poccun, Mocksa

STNONOIrna N NATOrEHE3

CUHIPOM OCTPOTO JIM3HCA OIIyXOJIU
(COJIO) — Haubosee YacToe HEOTIOKHOE
COCTOAHVE, C KOTOPBIM CTAIKUBAIOTCA OHKO-
Jiord. XOTA OH 4ale BCero pasBUBAeTCA
y IIAIIEeHTOB C HEXOMKKUHCKOU TMM(pOMOM
(Ha MO3AHUX CTagUAX 3a60JIeBaHUA) WIN
OCTPBIM JIEIKO30M, IIPU KOTOPOM ero
Y4acToTa BappUpyeT B IIpefesax or 10
1o 39 %, pacupocrpaneHue COJIO yBenau-
BaeTCA U Cpefy MAIeHTOB C COMUAHBIMU
HOBOOGPa30BaHUs (C GOJBIION OITYX0I€BOM
Maccou). Beicokuit nmponudepaTuBHbIN
TIOTeHITAT IMM(OM ¥ 0COGEHHOCTH Tede-
HUA GOJIE3HY CYIIeCTBEHHO BIIVISIOT Ha BepU-
(pukanyio JuarHosa, B CBA3U C 4eM y Ire-
JUATPUYEeCKUX IAI[eHTOB 3aboyieBaHue

BBIABJAIOT JUIIb B JAUCCEMUHUPOBAH-
"ot (III-1IV) ctaguu. ITpu seiiko3ax yacTrora
CIy4aeB C THUINEPIeHKOLUTO30M BbIIIe
100 x 10°/; coctassAeT 13,5 %. OCTpBIH JIUM-
dobmactHpIii eiiko3 (OJL]) mepBOHAYAIBHO
TIPOSBJIAETCA THIIEPIIEKOITUTO30M (6oJtee
50 ThIC. JefikonuToB Ha 1 MM®) B 20 % city-
yaeB. VIMeHHO 3Tu JileTh 0CO6eHHO II0/iBep-
>keHbI pucKy pazsurua COJIO (puc. 1).

Yarre Bcero B KJIMHIYeCKOH npakTuke COJIO
BCTpeYaeTcsA Ha dTarle CTapTa IIPOTUBOOITYXO-
JIeBOTO JIe4eHUA, KOIja B pe3ysIbTare BbICO-
KOU YyBCTBUTEIHHOCTHU 3JI0Ka4eCTBEHHOTO
HOB0OOpasoBaHuA (3HO) K IUTOCTaTHYECKUM
IperapataM IIPOUCXOAUT CTPEMUTEIbHbIN
pacIiaz;, oIlyxoJIeBbIX KJIeTOK. PAj aBTopoB
OIIMCHIBAIOT KIIMHUYeCKYe CIy9au Pa3BUTUA
COJIO B pesyibTaTe IpUMEHEHNA leKcaMeTa-
30Ha. KpoMe TOro, TpUIrepaMu MOIyT BBICTY-
TaTh U pyTHe BUbI ClIeliu(puIecKom IIpoTy-
BOOJIACTOMHOIA Teparnuy (Tabt. 1).

BepoATHOCTh BO3HUKHOBEHUS 3TOTO I1aTO-
JIOTUYECKOTO COCTOSTHUSA CyIIeCTBYeT y Ialy-
€HTOB, MepeHeCIINX JyIeByI0 TepaIuio,
3MOOJIN3AIINIO COCYOB, PAAHOYACTOTHYIO
A0JIAIMIO U TEPAIIVI0 MOHOKIOHATHHBIMU
aHTUTeNaMu, uHTepdepoHamu. CIIOHTaH-
HBIH OIyXOJIEBBIL JIM3UC OITUCAH TAaKXKe IIPU
MPOBe/IEHUH JIATAPOCKOITNYECKOM GUOTICUU
06pa3oBaHMs GPIONTHOM OJIOCTH ¥ OOTBHBIX
sumbomou bepkurra.

B mesrom 1aboparopHsble mpusHaku COJIO
PperucTpupylorca y 4,4-53,6 % neteii c jeit-
KO3aMHU U JIuM(pOMaMH, TOIJja KaK BbIpa-
JKeHHble KJIMHUYeCKHUE IIPOABJIEHUA
HAGIIOAAT y 15,9 %. JuarHocTudecKue
KPHUTepUU IIPeACTaBIeHbI B TabuIe 2.

BrIpasxeHHBIe MeTabOITIeCKre PacCTPOU-
CTBa BO3HUKAIOT 13-3a pa3pylieHus KIeTo4-
HOM MeMOpaHBI OIIYXOJIE€BBIX KJIETOK
U TIOCTYIUIEHN B KDOBOTOK BHYTPHKJIETOY-
HBIX JJIEKTPOJIUTOB (Kanud, ¢ocdopa)
¥ IPOJYKTOB 0OMeHa (TUITOKCAaHTUHA, KCaH-
THHA, MOYeBON KUCJIOThI, MOJIOYHON KUC-
JIOTBI) CO CKOPOCTBIO, 3HAYUTEJIbHO IIPEeBbI-
mapigeid UX IUIa3MeHHBIA KJIUPEeHC.
Ha pucynke 2 mpeficTaBiieHa cxeMa pa3BU-
TUA NATOJOTUYeCKUX U3MeHeHUM, OCHOBY
KOTOPBIX COCTaBJIsAeT CIIOHTAaHHBIN U (WJIH)
VHIYUVPOBAaHHBIH Teparuei TU31C OIyXo-
JIeBBIX KJIETOK y JileTell C OHKOIeMaTOJIOT -
YeCKUMU 3a60JIeBaHUAMIL.

KITMHNYECKAA KAPTUHA
Cumnromsl COJIO BappUpPYIOT B 3aBUCHMO-
CTU OT YPOBHA I'UIlepKaiueMuy, runepdoc-

(haTemMuy, KOHIIEHTPAIUY IIPOAYKTOB pac-

132 OITyXOJIM Y CTeIIeH! OPTaHHOM AVC-

pynxAN:

® KpaTKOBpeMeHHbIe TOHMYEeCKUe CyIopo-
I'Y1, COHJIVIBOCTb, TOIITHOTA, PBOTA, 00YCJIOB-
JleHHble runepdocdareMueil 1 BTOPUY-
HOU THIOKAIbIIIEMUENH;

® MbIIIeYyHas CJIA0OCTh U ITapecTe3nu, 06-
yCJIOBIIEHHBIE TUIIepKaTHeMyer;

He(POTOKCUYHBIX IIPeIapaToB (BAHKOMU-
IIVH, aMUHOTJIMKO3U/bI, PeHTTeHOKOH-
TpacTHbIe IIpeIaparsl), a TAKXKe IIPU MeTa-
6OJIMIEeCKOM alyio3e THPATAIVH, TO eCTh
IIPY IATOJIOTUYECKUX COCTOAHUAX, KOTO-
Pble He ObUTH CKOPPEKTUPOBAHBI 0 HAaYaIa
XUMUOTEPAINU:
® TsKeNasd IbIXaTebHasA HeJJOCTATOYHOCTD,
00yC/IOBIeHHAsI yMeHbIlleHueM o0beMa

\

AcCMNTOMAaTUYHBIN

TpaHcdy3ums, 10 mn/kr

cono

vnepnerikouuTos

vneprugparaums, npodunaktnka CONO —
annonypvHos/pactypukasa

\J 4-" e -
Xumunorepanus Xumuotepanus +
nenkodepes
- W
Koppekuus
Hg >80 — KoarynonaTtum
RS / TpombouunTbl < 20 ThiC.,
Hb < 80 — Hb PLTs = TpaHcdy3us

PucyHok 1. TakTuka Tepanuum geTen ¢ rmneprnerkoumto3oM 1 BbICOKUM PUCKOM

CumnTomaTuka
TLC > 300 Tbic./MM (AMJT)
TLC > 100 TbIC./MM (AJ1JT)

-_. *

* CyOKJIMHMYeCKVe aDUTMUM: Ha SJIeKTPO-
KapzyorpaMMe OTMeYal0TCA HapyIleHue
CepIieTHOro pUTMA, yBeIJeHre aMIUIY-
TyzAbl 3y6na T, yuinHeHWe KOMIUIEKCa
QRS;

® OCTaHOBKA CepAeYHOM MAeATeNbHOCTHU
BCIefcTBUe (aTaIbHOM apUTMUM IIPU
TUIlepKaJINeMU;

e ocTpasd IIo4eyHasd HeNOCTaTOYHOCTh
(OITH), cBA3aHHaA C runepypuxkeMuen
(ModekwmCIasA, WM ypaTHas, Hedpora-
TuA) U (win) runepdocdaremueii (dpoc-
(darHaa HedpomaTu).

Y 64 % manuenTosB COJIO conmpoBOXaeTcs
OCTPBIM II0Y€YHBIM ITOBpexgeHreM (OIIII),
PUCK KOTOPOI'O IOBBIIIEH y GOJIbHBIX
C IpeAIIeCTBYIOIIUM HapylleHrueM QyHK-
LY NOYeK, OIIyXOJIeBhIM IOpa)keHueM
IOYeYHON ITapeHXMMBI, IpUMeHeHueM

(PyHKIIMOHAIBHOM JIETOYHOU TKAaHU IIPU
OIIyXOJISAX TIepefHero CpefloCTeHUA WIU
IIPU PasBUTUU OCTPOTO PeCIIIPATOPHOTO
pucrpecc-cugzapoma (OPZC).

Crierquduyeckyie KpUTEPUU OIIpesiesIeHUA
OP/ICy neTeii IpeACTaBIeHbI B pEKOMEHAA-
musax P-ARDS.

NMPO®UNTAKTUKA U NIEHYEHUE

OcHoBoti mpodwiakTuku u jiedeHuss COJIO
CIIy?KUT aKTUBHasA I'UAparanud, Koropasd
IIOMOraeT yJIy4IIUTh PeHAILHYIO 9KCKpe-
L0 I CKOPPEKTUPOBATh OMOXUMITIYECKe
HapymeHuA. [JIA 3TOro NpuMeHAI0T pac-
TBOPBI HaTpuA xjopuza 0,9 % (6e3 KamuA,
(ocdaTos 1 KanbLuA). JJIATEIBHOCTD THAPa-
TaIl{ He JOJDKHA COCTaB/IATh MeHee 7 THel,
HeoOXOIMMO Ha4MHAaTh ee 3a 24—48 4acoB
JI0 XMMUOTepaIluuy 1 IIPOAOJIKATh B TeUeHe

Tabnuua 1. 3510ka4yecTBEHHbIE HOBOOOPA30BaHUs1 N HOBbIE TeparneBTU4ECKne rpenaparbi, koppenupyroLyme ¢ passntmem COJIO

3nokavecTBeHHble HOBOO6pa3oBaHUSA

HexomxkuHckasa numdoma
OcCTpbI MUENONTHLIN NIENKO3
OcTpbii IMMAO6IACTHBIN NIENKO3

BeHeToknakc (uHruéutop BCL-2)

TepaneBTU4eCKUe cpeacTsa

O6uHYTY3yMab, putykcumab (MOHOKIOHaNbHoe aHTuTeno npotues CD20)
HuBonyma6, nem6pon13ymat (MOHOKOHaNbHoe aHTuTeno npotms PD1)
OuHaunknuné, ansounanb (MHrMGUTOP LIMKIWH-3aBUCUMOM KMHA3bI)
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AKTYATIbHAA TTPOBJIEMA

Ta6bnuua 2. JuarHoctndeckue kputepumn COJIO

Jla6opaTopHasi auarHocTuKa

Mo kpaHen mepe OBa 13 cneayoLwmnx KpuTepmnes

B Te4eHne CyTOK:

* MOBbILLEHNE YPOBHS MOYEBOW KNCAOTbI HA 25 % vunu > 8 Mr/an
* MOBbILLEHWE YPOBHSA Kanus Ha 25 % vunun > 6 MaKe/an
* hocchop > 6 mr/gn 'y geten u > 4,5 Mr/gn y B3pocinbix

* CKOPPEKTUPOBAHHbIN KanbLmin < 7 Mr/gn

2448 4acoB I10C/Ie 3aBepIIeHUd IIPOTUBOO-
IIyXOJIEBOI'O JIEKAPCTBEHHOI'O JIEYeHUA.

O6muii o6beM HMHQY3UU COCTABISIET
3000 mui/mM?[cyT, y meTell ¢ Maccoy Teja
J1o 10 KT — 200 MJI/KT/CYT (UL HOCTYDKEHUA
JUypeTIdecKoro purMa — 3 MII/Krfd i 100
MI/M2[q). BOJIBHBIM, TIOJIYYaIOIIM GOJIBIIOMN
00GbeM NHQY3UY, ITPOBOAUTCA KOHTPOJIb ANY-
pe3a Kakple 2—4 Jaca, IIpU 3TOM OCHOBHOM
TEMII JUype3a JO/LKeH ObITh = 100 Mit/m2 4.
Ipu 3amepKKe KUAKOCTU Hostee 400 Mt/m?
3a 4 yaca Ha3Havdaetcs pypocemus. MHeHue
0 TOM, YTO arpecCUBHAas BHyTPUBeHHas
TUAPATANVIA MOXKET YMEHBIIUTD TKeCTh
OIIIT mu yCKOPUTb BOCCTAaHOBJIEHUE (QyHK-
IIVIU TIOYEeK, He TTOATBEPIKAAETCS JOCTOBED-
HBIMY KJIMHUYeCKUMU JaHHbIMU. Kpome
TOrO, yBeJIMYeHHe 00beMa HeceT B cebe pUCK

TIePerpy3KU JKUIKOCTHIO C COIYTCTBYIOIIMU
KIMHIYECKVIMY TOCIEICTBUAMIL.

ITo Mepe OIyXOIEBOTO PACTIafad IIPOUCXONUAT
TIOBBIIIICHYIE COAEPKaHNA MOYEBOM KACIOThI
B CBIBOPOTKe KPOBHU. [UIlepypuKeMus KOH-
CTaTUpyeTCs IIPU YPOBHE MOYEBOM KUCIOThI
B KpOBU Oostee 476 MKMOJIB/)I. ModeBas KuUC-
JIOTa KPUCTAUIN3YeTCA B IIOYEYHbIX KaHAIb-
I1aX, BbI3BIBAS OCTPYIO OOCTPYKTUBHYIO Hed-
pomaTuio ¥ AUCPYHKOHUIO IIOUYEK.
AJUTOIIYpUHOJ MHTHOUpPYeT epMeHT KCaH-
TUHOKCH/A3y 1 IPETIATCTBYeT IIPeBPaIlleHUI0
KCaHTHMHA B MOYeBYIO KUCIOTY. IIpemapar
Ha3Ha4aloT /0 Havyajla IUTOCTaTUYeCKOMN
Tepanuu (Ipu BO3MOXXHOCTU 3a 1-2 JHA).
IpyeM a/UTONYPUHOJIA CJIefyeT IPOAO/LKATh
U IOoCe IpOBeJeHHs XUMUOTepaluu
(He MeHee 10-14 Hel! WK IO NCY€3HOBEHU
TIPU3HAKOB MaCCHBHOIO JIM3KCA B BUJIe HOP-
MaIM3allY YPOBHA MOYeBOM KMUIOTBI 1 3Ha-
YMMOM peAyKLMU OILyXOJeBOM MaccChI).
PexxuM [ 03UpPOBaHUA aJUIONypPUHOJIA:
300-400 Mr/m?/cyT win 10 MI/KT KaXKable
8 yacoB (MakcuMyM 800 Mr/cyT). AJUIOnypy-
HOJI BBIBOZUTCS IIOYKaMHU, ITO OOYCIIOBIN-
BaeT HeOOXOIVMIMOCTDb CHYDKEHV JO3bI IIPU
TIOYeYHOH JUCPYHKIMM 1 3HAIUTEIBHO Orpa-
HUYMBaeT YUCIO MAIJUeHTOB, Y KOTOPBIX
JedeHue 3¢ eKTUBHO.

KnuHu4yeckun guarHos

JlabopaTopHbI AMarHo3 + No KpanHen mepe oavH

KITMHNYECKUIN KPUTEPWIA:

e npucTyn

[Ipy ypoBHe MOYeBOM KHCJIOTHI Goislee
500 MKMOJTb/JI IIOKa3aHO BBeleHue pacOypu-
Kasbl. PacOypuKasa IpeJiCTaBIAeT COO0MH
PEKOMOMHAHTHYIO YPaTOKCHUZAA3Y, IIPOIYIIV-
pyeMyIo TreHeTU4eCKH MoAgu(pUIpOBaH-
HBIMU Saccharomyces cerevisiae. [Ipemapat

* MOBbILLIEHME YPOBHS KpeaTuHMHa B CbIBOPOTKE Kposu > 1,5 BI'H
* cepaeyHas apuTMusa UM BHe3anHas CMepTb

YPOBeHb MOUYEBOM KHUCIOThI CHIXKAeTCA
JOCTaTOYHO GBICTPO, II09TOMY KOHTPOJIb ee
IoKasaTejiell peKOMeHZAYeTCsA IIPOBeCTH
yepes 4 yaca. HecMoTps Ha BBICOKYIO addek-
TUBHOCTH PacOYPHUKa3bl, OIIMCAHBI PeIKe
OUJIOXKHEHM (C 9acToToM MeHee 1 %): aHadu-

c uHdysuel rmwoKo3bl 10-25 % B mose
2 MJI/Kr (unu HaTpusa OUKapboHAT
1-2 M3IKB/KT BHYTPHBEHHO).

I[Ipu BTOpUYHOU runepdochareMuu
(comep:xkanue pocdopa B KPOBU HPEBBI-
maeT 2,1 MMOJIB/T, UIXU = 4,5 MT/A),
IOMUMO aKTUBHOU ImpaTalluu, MoKa-
3aHO IlepopajJbHOe IPpUMeHeHUe TUAPOK-
cuza arloMuHUA 50-150 MI/KT KaXKabIe
6 JacoB B TeueHUe 2 JHeM WIU TUAPOKap-
0OHAaTa KAILLIUS BO BpeMs elbl B H03axX
50 Mr/Kr/meHsb (2 r/meHs). [Ipu ocTpo pas-
BUBIIelca runepdocdareMuu IpoBoO-
JUTCA TeMOAYANN3 WIN BeHO-BeHO3HaA
remozuadUIbTpanud. 3aMeCTUTeIbHAsA
novyeuHas Tepanus (3I1T) cnoco6cTByeT

CROHTaHHBIA/MHAYLMPOBaHHbIN

MonouHas kucnota

e Onyxonesas Aputmuns D
Tepanviein nuanc KneTka MblILLeYHble cnasmbl
m6enb KNeTku n BbIGPOC
ee coep>XX1umoro
®docdatsl _l [MypuviHbI Kanun
XenaTtuposaHue MoueBas
Kanbums kucnota
\ / \ / \ 4
'nepdoccaremus Mnokansumemuns fvnepypukemns  <€— [unepkanuemma —

Aunnos
A

C Kanbsumem

BbinapgeHue ocagka

A

* TeTaHus, MbILLEYHbIE CNa3Mbl
* OHeMeHue 1 nokanbiBaHne A3blka
¢ [ToMyTHeHWe co3HaHus, 6pef,

O6pasoBaHve KpMcTannos
MO4€BOM KUCMOThI

!

lMo4eyHas HepgoCTaTOYHOCTb

PVICVHOK 2. MaroreHeTn4eckme mexaHnambsl COJTO n nx KNMHUYeCKue nposBneHna

cjieAyeT BBOAUTD 3a 4-24 4aca 0 Hadasla
XMMUOTePAluU MaleHTaM C BBICOKUM
PUICKOM pasBUTHA TOYEYHON HEAOCTATOTHO-
CTH WK C yxke cymecTtByromum COJIO.
PexxyiM BBeZleHUA pacOyprKassl: 0,2 MI/KT +
pactBop xyopuza Harpus (0,9 % — 50,0 Mt
BHYTPUBEHHO B TeueHue 30 muH). IIpu
COXPaHEHUY IOBBIIIEHHOIO YPOBHA Mo4e-
BOI KUCJIOTBHI B CBIBOPDOTKE KPOBU BO3-
MOKHO IIOBTOPHOE BBeJieHHe PacOypHKasbl
eXeJHeBHO Ha CPOK Jo 5 fHell. [Tocie aToro

JIAKTUYeCKUe peaKIIUM, FeMOJIUTIYeCcKas
aHeMIA ¥ MeTreMOIIOONHeMUA Y ITallieH-
TOB C Ae@UIIMTOM IIIOK030-6-hocdat-
JeTUporeHassl.

He MmeHee TaKesble ITaTOr€HETUYECKUE
IIPOLIeCCHI IIPOUCXOAAT B OPraHU3Me GOb-
Horo COJIO npu NOBBIIIEHUY KOHII@HTPa-
UM UOHOB Kauusg. ECin ero ypoBeHb
B CBIBOPOTKeE IIPeBbINIaeT 6,0 MMOJIb/JI, BBO-
putcsa uHCynuH 0,1 EJI[Kr BHyTpUBEHHO

Ta6bnuua 3. A6COSIOTHbIE M OTHOCUTESIbHBIE MOKa3aHWs 4711 Hadana 3aMeCcTUTENIbHOV noYeYHovi Tepannm (pekomergaumm KDIGO)

MNMokasaTenb Xapaktepuctuka A6conioTHOoe/oTHOCUTENIbHOE
MoueBunHa > 27 mmonb/n OTHOCUTENbHOE
MoyeBuHa > 35,7 Mmonb/n A6CcontoTHOE
Mnepkanvemus > 6 MMOMb/N OTHOCUTENbHOE
MeTabonunyeckue
HapyLUeHnst MMnepkanvemus > 6 MMOSbL/N U ANEKTPOKapAnorpadryeckme namMeHeHns AGCONIOTHOE
OvsHatpnemus OTHOCUTENbHOE
MnepmarHesmemus > 4 MMOIb/N C aHYpUEN N OTCYTCTBUEM FTYGOKMUX A6conoTHoe
CYXOXUIIbHbIX pediieKcoB
pH> 7,15 OTHocuTensHoe
Aunpoos pH<7,15 AGCOMOTHOE
JlakTaTaunnos Ha hoHe npuemMa MeThopMuHa ABCOnOTHOE
KDIGO 2-1 ctaguun OTHOCcUTENBHOE
Onurypws/anypus
KDIGO 3-# ctaguu OTHocuTenbHoe
YyBCcTBUTENBHAA K ANYPETUKAM OTHocuTensHoe
MmnepBonemus
HeuyBcTBUTENBHAA K AMYypPETVKAM A6contoTHoe

OBICTPOI amuMuHAIMY GochHaTOB U MOYe-
BOU KUCJIOTHI. AGCOJIIOTHBIE ¥ OTHOCH-
TeJbHbIe II0Ka3aHU:A K IIpoBefeHuIo 3I1T
yKasaHbI B Tabiurie 3.

Jia manuenToB ¢ TxensiM COJIO Hempe-
PbIBHAasA BeHO-BeHO3HaA remofuaduibTpa-
A ABJIAETCI Haubosiee IpeIIOuYTUTE b
HBIM MeTozioM. HelipeprIBHadA (IpojjieHHas)
3aMeCcTUTe/JbHAasA NoYeyHasd Tepanus:d
(HempepbIBHAA BeHO-BeHO3HAA reMOQIb-
Tpanusa y geteil — paed CVVH u HellpephbIB-
HBIM HU3KONOTOYHBIM TreMOAMAIU3
y meteti — paed CVVHD) MokeT yCKOPUTH
BOCCTAaHOBJIEHUE IIOYEK II0 CPAaBHEHUIO
C IPepPbIBUCTBIM (MHTEPMUTTUPYIOIIVIM)
remoguaau3oM. Metrogom BeIGopa 3IIT
y IAITUEHTOB C HeCTAOWIHHONU reMOHA-
MUKOU SABJIAIOTCS IPOAOKUTETbHbBIE YITA
npomieHHble MeTonbl 3IIT. CToUT OTMe-
TUTH, YTO IPU OTCPOYEHHOM CTpaTeruu
Havana 3IT (korga oHa OTKJIaAbIBAIACH
JTo 06s13aTeTbHBIX MIOKA3aHUI WIN ITPOBO-
JWIach CIyCTA 12 4acoB IIOCIe PasBUTUA
III craguu OIIII) ee adpdeKT OGBUT CyIIe-
CTBEHHO XyKe.

HecMmoTpA Ha 3HaYUTeNIbHBIE JOCTYKEHUA
B 00JIacTH HNPOQPIIAKTUKU U JIedeHUs
CO/JIO, TOMBKO MINPOKOE BHEJpEeHMe CTpa-
Teruy BefleHUsA, COYeTaIoNme afalTupo-
BaHHYI0 UH(Y3UOHHYIO TepaIulo, yPaToK-
CHUZA3y U TeCHOe COTPYIHUYeCTBO MeXIy
OTJleJIeHUAMU UHTEHCUBHOU Tepaluuy,
remarosioruu u otgenenuem 3I1T, momoraet
6oiee pe3yJIbTATUBHO IPOBOAUTH JIeUeHIIE
3TOTO YXKMU3HEYTPOXKAIOIIero OCJIOKHeHUA
y OOJIBIMMHCTBA IAI[EHTOB.
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MEXONCUNTITTIMHAPHAA MNMPOBJTEMA

Onyxonu WMTOBUAHOMN Xene3bl Yy AeTen

B cBsi3u ¢ 4OCTYNHOCTBLIO MHCTPYMEHTAIbHbIX METOLOB ANarHOCTUKY rneauaTphbl BCe Yalle CTasiv BbISIBIIATh OfyX0/1eBble
n y3510Bble 0bpal3oBaHus LunToBuagHow xeneabl (LK) y aeten. [NoaToMy oCTpo CTOUT BOrpocC 0 anghgbepeHUymnaibHou
ANarHoCTnke 0OHapy>XeHHOU rnaTosioruu.

BukTopusa
OneroBHa
KYMPbILLWHA

LeTckuin aHgokpuHonor H/W petckor oHkonornm

1 remaTtonornm nmenn akagemmka PAMH

J.A. OypHosa ®I'bY «HMWL] oHkonorvmn

nmeHn H.H. BnoxuHa» MuHagpasa Poccumn, Mockea

CBeTnaHa
HvkonaesHa
MUXANTOBA

K.M.H., 3aB. NONMKIIMHNYECKNM OTAENEHNEM,
BEOyLLMI Hay4HbIN coTpyAHVK HUW petckoi
OHKOMNOrUM 1 reMaTonornm nMeHy akagemmka PAMH
J.A. OypHosa ®I'BY «HMWL] oHkonornm umenmn
H.H. BnoxuHa» MuHsgpasa Poccun, Mocksa

Yanoasa natosnorud IIDK y geteir MeHee pac-

IPOCTPaHeHa, YeM y B3pocibIx (1,6 % mpo-

TUB 5,0 %). BOT KaK BBIVIAANT PEUTHHT OITy-

xosiert [IIJK 1mo yacToTe BCTpeyaeMOCTU

Cpelyl BCeX y3JIOBBIX 0OPa30BAHUN 3TOTO

oprasa B ITeiNaTPUYECKON IIPaKTUKe:

® Y3JI0BO 300, KMCThI — IIPUMEPHO 5-7 %
CJIy4daes;

e aneroma LK — mpubnusurenbHo 15—
20 %, COIAaCHO CKPUHUHIOBBIM HCCIIeN0-
BaHUAM;

e (dowTuKyIApHaA HOOPOKaYeCTBEHHAA
OITyXOJIb — 57 %;

* 3jI0KayecTBeHHBIe onyxonu (3HO), wiu
pak 1K, penko BcTpedaroTca y AeTe,
cocTasjiAg oT 0,4 1o 1,5 cry4yas Ha 1 MIIH
COOTBETCTBYIOILero HaceineHudA. Cpenu
3HO rosnoBel U meu y getei pak DK
cocTtasifeT oT 1-3 % mo 8-15 %. Haubo-
Jlee pacIIpOCTpaHeH MANWUIAPHBIN PaK,
KOTOPBIN BcTpeyaeTcsa y 70-99 % neTelt
u nogpoctkos co 3HO IINK. A BoT ¢oir-
JuKyApHeIA pak DK y mereit pemok
(1,3-5,0 % ciIy4aeB), Kak ¥ MeAyJULIPHBII
(2,0-5,0 % Bcex ciy4aeB paka IIDK).

IMoaymMHHBIEe TPUYUHBI 60bIHCTBa 3HO

XX ocTaroTcsa HeACHBIMU, HO U3BeCTeH PAL,

(aKTOPOB pUCKa Pa3BUTHUS Y3JIOBBIX 00Pa-

soaHui [IDK y nereii:

1. TeHeTU4eckue ¢akxkTopbl. MyTanuu
B reHe penentopa TTI u ansda-
CyOBeqVHUIIBI OeJTKa aIeHIATIIMKIa3bI
CUUTAIOTCS ONHOU U3 IPUYIWH TOKCUYe-
ckux afeHoM LK. B passutuu ee omy-
XOJIeH 3aIeICTBOBAHbI TaK)Ke MyTaI[iu
B reHax BRAF, PTEN, APC, DICER1, MNG,
NRAS, KRAS, TERT y1 HeKOTOpbIe HaclIel-
CTBeHHBbIe CUH/IpOMBI. [Ipr3HaeTca poib
BO3[eICTBIA NOHU3UPYIOIIETo U3TydeHNA
Ha TreHeTHYeCKUH alapar KIeTKU.

2. lepunur ioga MOXKeT BJIMATH Ha pas-
BUTHE OIIyXOJIEH U IPYTUX 3a00/I€BaHMI
IDK.

3. PaguannoHHOEe BO3JEHCTBHE CII0CO0-
CTByeT pasBUTHIO omyxose IIHK.

4. JlygyeBada Tepamnus. [lety, mogydaBIive
ee IIpY JIeYeHUV OHKOJIOTITIECKUX 3300~
JieBaHUH (MuMdoma XomKKIHA, HeHpoo6-
JlacTomMa u 7p.), 6Gosiee MOABePIKEHBI
pucKy pa3Burtus omyxoseit IIDK.

HOBASA KNACCUDPUKALNA

Jlo6poKavyecTBeHHBIE U 3JI0KaYeCTBeHHbIe
omyxosu LXK He mpencTaBiA0T cO60H pas-
HbIe CTaINY OFHOTO IIpolecca. Vix moasie-
HYe MOKET ObITh CBA3aHO C HAIMYKEM KJIe-
TOK, 00JIAZIAIONTHX BEICOKAM IIOTEHITAATIOM
pocTa, KoTopble GOpMUPYIOT JOMUHUPYIO-
mue oyaru. B passutuu omyxoneit DK
aKTHUBHO Y4aCTBYIOT SHIOTeHHbIe POCTOBbIE
(axTophI, MyTaIUU S-OHKOTEHOB CeMeMCTBa
6ekoB H-ras, K-ras, N-s, onxorex PTCS/RET,
YTO IIPUBOJUT K AKTUBHOM ITposiudepanyiy
KJIETOK OIIyXOJIM U IIOCTeIIeHHOMY 06paso-
BAaHUIO OIIyXOJIeBBIX y3JIOB. B 2017 rony

Ta6nuua 1. McTonornyeckas knaccugmkayms onyxosnev LymnTosugHow xenessi (BO3, 2017)

BBINyIleHa HOBasd KJIacCU(UKaIA OIyXo-
Jlell 3HAOKPUHHBIX opraHos BO3 (WHO
Classification of Tumors of Endocrine
Organs), B KOTOPYIO BOIILIA 1 Ki1accuduka-
s omyxosed DK (Ta6u. 1).

METOAblI ANATHOCTUKU

K Hambosree pacipocTpaHeHHBIM MeTo[aM
JuarHoctuku omyxosnedt XK oTHocATCA
OCMOTp HaIueHTa U NalbOanud, II03Bo-
JIAIOMAA BBIABUTH Y3JI0BbIe OOPa30BaHUA
1K ums B 4-8 % ciydaeB. DTOT MeTOJ,
HeCcMOTpsA Ha CBOIO Ba)KHOCTb, OTpaHU-
4eH B OIIpe/ieJIeHUU Pa3MepoB OIlyXosier

KnaccudmkaunoHHas Kateropus

®donnukynsipHasa ageHoma

MmanuHuaupyoLasa TpabekynsapHas onyxonb

Opyrve nHkancynmpoBaHHble onyxonu LXK donnukynspHoro ctpoeHus:
— PONNNKYNApHas OnyxoJsib HEONMPEQENIEHHOr0 3/I0KA4YeCTBEHHOMO NOTeEHUMana

— BbicokoanddepeHLMPOBaHHAs OMyX0Jib HEOMPEAENEHHOrO 3M0Ka4ECTBEHHOIO NoTeHUmana

— HenHBa3nBHasn (bOﬂﬂVIKynﬂpHaﬂ 0onyxoJib € dapamMu nanunngapHoro Tuna

ManunnapHas kapumHoma (MK):

- MK

— honnuKynsapHbIi BapuaHT MK

— VIHKancynMpoBaHHbIN BapuaHT MK
— nanunnspHas MMKpoKapLmMHoMa

— CTONI64aTOKNETOUHbIV BapuaHT MK
— OHKOUMTapHbIM BapuaHT MK

donnukynsapHas kapuuHoma (PK) BAY:
— MMHUMAJILHO MHBa3UBHAS

— UHKancynmnpoBaHHasa c COCWZI,MCTOVI MHBa3nen

— LUMPOKONHBa3nBHaA

MtopTneKNeTo4Hble (OHKOLMTaPHBIE) OMYXOMnn

— rropTnekneTo4yHasa ageHomMma
— ropTnekneTo4yHasa KapumHoma

HuskoguddepeHumpoBaHHas KapLuuHoma
AHannactuyeckas KapumHoma
lMnockokneTo4Has kapumHoma
MepynnapHas kapunHoma

CwMeluaHHas MegynnsipHas U onMKynsipHas KapLyHoma

MykoanuzepmongHas KapLmHoMa

CknepoaupyoLLas MyKoanMaepMmovaHas KapLumMHoma ¢ 303nHOmnmen

MyunHo3Hasn KapumHoma
IKTonn4yeckaa TMmoma

BepeTeHokneTo4Has anutenunansHas onyxonb ¢ TMMYC-Nogo6Hon anddepeHLMpOBKON

VlHTpaTVIpOI/I,D,HaFI TUMMYecKaa KapumHomMa

MaparaHrnnoma v Me3eHX1MarnbHbIe/CTPOMaNbHBIE OMyXOMH:

— naparaHrinmoma

Onyxosnb 13 060s104eK Neprudepuieckux HepBoB:

— LiBaHHOMa

— 3/10Ka4eCTBEHHast OMyxosib NepUtepUYecKnx HepBoOB

[o6pokayecTBEHHbIE COCYAUCTbLIE OMYXOSN:

— remMaHrmoma

— KaBepHO3Has reMmaHrmoma
— nMMdaHrnoma

— aHruocapkoma

MagKoMbILLEeYHbIE OMNyXOmu:

— nenommoma

— nerioMmocapkoma

— conutapHas nubpo3Hasa onyxornb
FematonumdongHsie onyxonu:

— FMCTUOLMTO3 U3 KNETOK JlaHrepraHca
— BonesHb Posasa — JopdmaHa

— capkoma 13 OoSIUKYNSPHbIX AEHAPUTUHECKUX KIETOK

— nepsuyHas numdoma LK
epMnHOreHHkIE ONyXonu:

— [O6pOKa4ecTBEHHasA TepaTtoma (CTeneHb 3nokadecTBeHHOCTM O u |)
— He3pernas TepaTomMa (cTeneHb 3nokadecTBeHHOCTH |l)
— 3510Ka4YecTBeHHas TepaToma (cTeneHb 3nokadectseHHocTH llI)

BTopuyHble onyxonu

U He IIpeJloCTaBisIeT NHGopManuu o6 ux
Mopdosiornu. OGHapyKeHUe Y3IOBBIX
o6pazoBaHuil TpeGyeT MIPOBEIEHUS YiIb-
Tpa3BYKOBOro ucwiefopanusa (Y3U1). Y31
ey, [IK 1 pernoHapHbBIX TUM(PaTAYECKUAX
V3JIOB, a TaK)Ke MATKUX TKaHeH Ieu JaeT
Gosiee MOAPOOHYIO MHMOPMAITUIO O CTPYK-
Type U pa3Mepax omyxosieil. /g yTouHe-
HUA CTelleHU 3JI0Ka4eCTBeHHOCTHU HOBO-
obpazopaunuii IIDK, mo pesynasratam Y3U,
npumeHsaeTca cucrema TI-RADS (Thyroid
Imaging Reporting and Data Systems — aHa-
Jn3 JaHHbIX Busyanusanuu 1K). B mapte
2017 roma «KypHaj aMepHKaHCKOU

Kop*

8330/0
8336/1

8335/1
8348/1
8349/1

8260/3
8340/3
8343/3
8341/3
8344/3
8342/3
8330/3

8335/3
8339/3
8330/3

8290/0
8290/3
8337/3

8020/3
8070/3
8345/3
8346/3
8430/3
8430/3
8480/3
8580/3
8588/3
8589/3
8693/3

9560/0

9540/3
9120/0

9121/0
9170/0
9120/3
8890/0

8890/3
8815/1
9751/3

9758/3

9080/0

9080/1
9080/3

lMpumeyanme: * — mopdonorndeckmne kogpl MexayHapoaHou knaccudmkaumum oHkonorndeckmnx 3a6onesanuii (ICD-O). Kog noteh-
umana 3nokadyectseHHocTu: 0 — Ans 4O6POKaYECTBEHHbIX ONyXxosien; 3 — Ans 3110Ka4eCTBEHHbIX; 1 — Ana norpaHuyHbLIX U Heo-

npe,qeneHHon 3/10Ka4eCTBEHHOCTU.
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MEXONCUNTITIMHAPHAA TNMPOBJTEMA

Taébnuua 2. Knaccugpukauyms TI-RADS

r'f:}?_rsxgg YnbTpa3ByKOBOMW TUN y3na 3HOKE:E;"BL"&°J:TM, % PekomeHpauuun

TI-RADS 1 Hopma 0

TI-RADS 2 KonnoungHbii 306 (K3) K3 2-ro Tvna 0 Ha6ntogeHve
lMcespoysen XawwmmoTo 1-ro Tuna
MopocTpbin TMpeonanT

TI-RADS 3 K3 3 tuna 0-10 Ha6ntiopeHve, TOHKouUronbHas
lMNcespoysen XawwmmoTo 2-ro Tuna NyHKUMOHHAasA acnmpaunoHHas
KonnongHbi y3en 4-ro Tuna 6uvoncus (TMNAB)
KucTtosHbIn y3en

TI-RADS 4a lNopo3peHure Ha pak 10-30 TMAB

TI-RADS 4B 3noKa4eCTBEHHbIN TUM y3na 90 TrAB

TI-RADS 5 V3en, 3nMoka4yeCcTBEHHOCTb KOTOPOro 100 TMNAB

[AoKa3aHa paHee

lNpumedaHne: KNMMHUYecKme pekomeHaaumm «Pak wmtosnaHom xenesbl — 2020—-2021-2022» yTBepXaeHbl MuHsapasom Poccumn

31.01.2023.

Ta6bnuua 3. EguHas TepMmuHosiornyeckas knaccugmkauymsi Bethesda

[AunarHocTn4yeckas XapaKkTepucTuka LiIMTONOrM4ecKoro BeposiTHOCTb
KaTeropus marepuana 3N10Ka4ecTBEHHOCTH, % R LT
| HeunHdopmaTtuBHeIN MaTepuan 1-4 MosTopHas TIMAB
nog, KoHTponem Y3U
Il [obpokayecTBeHHOE 06pa3oBaHne 0-3 Ha6niogexve
I ATUNUA HeonpeaeneHHoro 3Ha4eHus 5-15 MoeTopHasa TIMAB
nog koHTponem Y3U
\Y DonnukynspHas Heonnasus 15-30 FemuTnpeonaskToMms
Wy NoJo3peHne Ha Hee
\Y lMopo3peHune Ha 3noKa4ecTBEHHOE HOBO- 60-75 FemMuTpeonaskTomms
o6pasoBanue (3HO)
\ 3HO 97-99 TupeongskTomus

lMpumeyaHve: KNMHUYECKNE pekoMeHZaLumn «Pak WwutoemnaHon xenesbl — 2020-2021-2022» yTBepxaeHsl MuHagpasom Poccun

31.01.2023.

KOJUIeTMIU PaJiioIoroB» (Journal of American
College of Radiology) IpencTaBIII HOBYIO Bep-
cuto ACR TI-RADS ¢ pekoMeHAAIIUAMY I10 ee
HCITOJIb30BAaHUIO. DTa CHCTeMa ObUIa paspa-
6oTaHa 1A CHYDKEHUs YU CIA IIPOBOAYIMBIX

MyHKIUH U 00JIerYeHUsI WHTePIPEeTAI[N
TIOJyYeHHbBIX Pe3y/IbTATOB CIIeIUATNCTAMU
Pa3IUYHBIX 00JIACTel, BKIIOYAS Bpadeit
VIIBTPa3BYKOBOI JUATHOCTUKU, SHIOKPH-
HOJIOTOB U OHKOJIOroB. OHa IIpezjaraeT

KaTeropusanuio HoBoo6pasosanuii ot TR1
(zopma, 0 6awtoB) mo TR5 (y3ei, 310Kave-
CTBEHHOCTh KOTOPOTO JIOKa3aHa paHee,
7 u 6onee 6awioB). CTaHAAPTOM AUATHO-
ctuku omyxoselt XK y fmeteit ABnsgerca

IIPOBeZieHre TOHKOWUTOJBHOM acIupay-
onHou 6uonicuu (TTIAB) mpu oGHapyxe-
HUY y3JI0BOro o6pasoBanuA Ha Y3U. BO3
JULA YHUGUKALY OIIMCAaHUA Pe3y/IbTaToB
IUTOJIOTMYECKOTO UCCIeJOBAaHNA peKOMeH-
JIlyeT WCIIOIb30BATh €JUHYI0 TEPMUHOJIO-
rudecKylo Kiaccudukamnuio Bethesda (The
Bethesda System for Reporting Thyroid
Cytopathology), paspaGoranHyio B Haruo-
HaJIbHOM MHCTUTYTe paka B CIIIA (National
Cancer Institute) B 2009 rogy. B mociennei
BepCUH KJIACCU(PUKALIUY BBIEJIAIOT IeCcThb
JUATHOCTUYEeCKUX KaTeropuil. Jletam
¢ onyxomamu DK Heo6XoauMo ITpoBeCcTr
aHaJIU3 TOPMOHAIBHOTO MPODWIA: TUPeo-
TPOIIHBIM TOPMOH, CBOOOHBIE yPOBHU T3
U1 T4, aHTUTeIa K TUPEOTPOITHOMY TOPMOHY
¥ TUPEOIOOY/INHY, A TAKKe TUPEeOTIOOYINH
U KUIBIITOHUH.

Cuunturpadua XK u aumdpaTruyeckux
Y3JIOB IlIeU II03BOJIAeT OIIpeJleINTh PacIIpo-
CTPaHEHHOCTh OIyX0JIEBOI'O IIpoIlecca.
MeToz, OCHOBAH Ha Pas3jIMYKAX B IOLVIOIIe-
HUU PaJIMOHYKJIUZIOB OIyXOJIEBOU U 3[J0PO-
BoI TKaubIo LK. IIpu 106pOKaYeCTBEHHBIX
Y3JIOBBIX 00Pa30BaHUAX CHUHTUTPAGUA
HCTIONb3yeTcA 1A Olpefie/leHna IPpUIUH
TUPeOoTOKCHKOo3a. bonsmuHcTBo 3HO HTK
IIPOABJIAIOT Ce6 KaK «XOJIOAHBIE» Y3JIbI.
OcuoBHoM MeTop jiedenus PIINDK y neTeit —
xupyprudeckuii. Ilogxom K pelieHUIO
BOIIpOCa 06 0GBeMe XUPYPTUIECKOTO BMe-
maresnbcrBa Ha 11K 3aBucut ot Mmopdoiio-
THYeCKOTO CTPOEHYIA OITyXOJIU, CTa[UH 3a00-
JIeBaHUA, JIOKAIM3ALUY U KOIMIeCTBa Y3JI0B.
Bce onepanuu Ha IIIDK npoBogATCA SKCTpa-
KaICy/IApHO. MUHNMAILHBIM 00beMOM BMe-
1IaTeyabCTBa (JleflyeT CIUTATh TeMUTUPeo-
UJPKTOMUIO C Pe3eKI[el Iepenreiika. Q

KAP3UBA (auHyTykcuMab 6eTa) - eAMHCTBEHHbI aHTU-GD2
MMMYHOTEpaneBTUYECKUM npenapaT, pekoMmeHaoBaHHbIX SIOPEN
B Ka4yecTBe CTaHAapTa noaaep)Xusawwen tepanum HB BbiICOKOro
PUCKa, a TaK)XXe npv peumamBax u pedpakrepHbix popmax HB.?

— MNpenapat KAP3WBA yny4dllaeT 4oNrOCPOUYHYO BbIXXMBAaeEMOCTb
MO CPABHEHMIO C HEMMMYHOTEpPANEBTUYECKUM fleYeHUNEM
Yy naumneHToB ¢ HB BbICOKOIo pMcKa, a TakXKe Yy nalmneHToB
c peumamsamu/pedpakTepHbiMn dopMamMm HE'2

Kap3unba

OnHyTyKCnMab G6eTa

— Tepanua npenapatoM KAP3VBA no3BonigeT npeonosieTb Nopor

NAaTUNEeTHEN BbhXXMBaeMocTu 6onee 60% NaLMEeHTOB U MOBbICUTb

LLaHCbl Ha nsnevyeHme!

— be3onacHoCTb Tepanmn NOATBEPXKAEHA B PaMKaxX KIIMHUNYECKMX
mccrnenoBaHui bonee, YeM y 600 naumeHToB B MUpe’

- Mpenapat KAP3UBA 3apeructpupoBaH B Poccunm, JIIN-008352
ot 15.07.2022*
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PermncrpauuoHHbin HoMmep: J1M-008352-15072022. ToproBoe HanMeHoBaHWe npenapaTta: KAP3VBA. Mexay-
HapoaHoe HernaTeHTOBaHHOE UK rPyNMNUPOBOYHOE HaMMeHOoBaHMe: ANHYTYKCKMab 6eTa. JlekapcTBeHHas
popMa: KOHLIeHTPaT A1 NPUTrOTOBIEHWS pacTBopa ANs MHOY3M. dapMakoTepaneBTUYecKas rpynna: aHT/He-
onnacTuyeckme CpeacTsa, MOHOKNOHalbHbIe aHTKTeNa. dapMaKonorMyeckme cBOMCTBa: AUHYTYKCUMab GeTa
npeacraBnaeT cobom XMmMepHoe MOHOKTOHanbHoe aHTnTeno IgGl, cneumdmnyeckn HalueneHHoe Ha yrmeBoOaHbIN
dparmMeHT ancranoraHrnmosuaa 2 (GD2), KOTopbIV B BbICOKON CTEMEHM SKCMPEeCCHpyeTcs Ha KNeTKax Helpoob-
nactombl. MokKasaHUs K MPUMEHEeHUIo: TeYeH e HeMpPob1acTOMbl BLICOKOMO PU1CKa Yy MaLlMeHTOB B BO3pacTe OT 12
MecsaLEeB U CTaplle, paHee Nony4asLUnX MHOYKLUMOHHY XMMUOTEPANMIO U AOCTUMLKX, MO MEeHbLUEN Mepe, Ya-
CTUYHOIO OTBETA, C MOCNEAYIOLLEN MenoabnaTBHOM Tepanmel 1 TpaHCNNaHTaUnen CTBONOBbLIX KNETOK, a TakKe
Y MaLMEHTOB C peunamnBmpytower nnu pebpaktepHor HelpobnacToMor B aHaMHese, C OCTaToYHOM 6o1e3Hbo
1N 6e3 Hee. MNepep NeyeHnem peLiManBUpPYIOLLEN HeMpobnacToMbl crelyeT AOOUTbCS CTabunm3aLmnm moboro
aAKTMBHO MporpeccupytoLLero 3abonesaHmns A4pyrMm NoaxoaaLllMMmn MeTofaMm Tepanum. Y naumeHToB ¢ peuman-
BUPYIOLWMM/pedpaKTepHbIM 3260/1€BaHMEM U Y MALMEHTOB, KOTOPbIE He AOCTUITIM MOHOIO OTBETa NMoc/e NepBoi
NMHKK Tepanuu, npenapaT KAP3VBA cnefyeT KOMOUMHMPOBaTb C MHTEpPRenkrHom-2 (1S1-2). MpoTnBonokasaHus:
rMnepYyBCTBUTENbHOCTD K AeMCTBYIOLLEMY BELLECTBY UM K II060MY 13 BCTIOMOraTe lbHbIX BELLECTB Npenapara.
OcTpas 6o1e3Hb «TpaHCNIaHTaT NPoTUB X03aKHay (BTT1X) 3-1 UNK 4-11 CTENEHN TAXECTU UK PacnpPOCTPaHeHHasa
XpPOHUYecKas BTTIX. BepeMeHHOCTb, NepUoL, rpyaAHOro BCKapManBaHms. Cnoco6 NPUMEHEHUS 1 [03bl: Npenapat
KAP3WBA cnefyet BBOAWTL TOMbKO B YC/IOBUAX TeYeBOHOro y4peXkaeHusa 1 CTporo nod HabniogeHnem spada,
VIMEIOLLLero ombIT B MPOBEAEHUN NPOTUMBOOMYX01eBoW Tepanuu. MNpenapaT AO/HKEH BBOAUTLCS MeOMLIMHCKMM
PabOTHUKOM, KOTOPbIN OBOYYEH KYMMPOBaHMIO TAXKENbIX annepruyecKmnx peakLmii, BKoyaa aHapunakcuio, B yc-
NOBYVAX HENOCPEACTBEHHOM AOCTYMHOCTN CPEeACTB ANA MPoBeAeHMs peaHnMmaLnn. PexxnM BBegeHus: Jleuerne
npenapatoM KAP3UMBA cocTonT 13 5 nocnenosaTeNbHbIX KYyPCOB, MPOAOIKMTENBHOCTb KaXKAOro M3 KOTOPbIX CO-
cTaBnseT 35 gHel. VIHOMBMAYabHYI0 403y ONpedensioT Ha OCHOBE MJIOLLaAM MOBEPXHOCTM TeNa, 1 OHa AOHKHa Co-
CTaBNATH B 06LWeN cNoHOCTH 100 Mr/M? Ha Kypc. BO3MOXHbI Ba Croco6a MpUMeHeHNa: HenpepbiBHaa MHby3ma
B TeueHMe NepBbix 10 AHEN KaXkaoro Kypca (8 06Lien CNoXHOCTU 240 u) B cyTouHOM Ao3e 10 Mr/M? 5 exkeiHeBHbIX
MHbY3UM Mo 20 MIr/M?, BBOAMMBIX B TeUeHve 8 4, B NepBble 5 AHeN Kaxa4oro Kypca. ECW B codeTaHum ¢ npena-
paTtom KAP3UEBA BBOAAT MJ1-2, ero cneayeT BBOAWTL B BUAE NOAKOKHbBIX MHbeKLMI 6x10° ME/M?/cyT, B TedeHne

Poccuinckaa Gepepauns

OO0 «PapMaMoHOo» , Poccua, 109428, MockBa, npocn. PazaHckui,
0.16,ctp. 1, 3Tax 7, noM. |, koM. 3. Ten. +7 495 098 0188

e-mail: info@farmamondo.ru

Mondo

2 neprodos no 5 nocneqosatenbHbiX AHeN, Mpu 3ToM 06Las f03a Oo/KHa cocTaBnaTh 60x10° ME/M? Ha Kypc.
[NepBbit 5-AHEBHbIN KypPC O0MKeH HauMHaTbea 3a 7 AHewn 0o nepBon nHdy3nm AMHYTYKCMMaba 6eTa, a BTopon
5-AHEBHBIN KYPC AOMKEH HaYMHATbCA OQHOBPEMEHHO C UHPY3UMel OnHYTYKCMaba 6eTa (oHW ¢ 1Mo 5 kaxkgoro
Kypca AHYTYKC1Maba 6eTa). Mo6oyHoe AencTBme. PestoMe Npoduns 6e30nacHOCTU: Be30MacHOCTb ANHYTYKCK-
Maba 6eTa oLleHnBanu y 628 NauUMeHToB C peunanBmnpytoLen/pedpaktepHoM HerMpobIacTOMOM BbICOKOTO PUCKa,
KOTOpble MOosy4anu ero B BUAE HenpepbiBHOW MHY3MK (212 NaLMeHTOB) UK B BUAE MHOMOKPATHbIX eXeaHeB-
HbIX MHY3UI (416 MaLMeHTOB). Y 60MbLUMHCTBa MNaLMeHTOB npenapaT KOMOUHMPOoBanu ¢ 13-uuc-peTHoeBomn
Kmcnoton, 1y 307 nauneHToB — ¢ WJ1-2. Hanbonee pacnpocTpaHeHHbIMK HexenatenbHbIMK peakumamim (HP)
6blNV NMpercKra (88%) 1 6onb (77 %), KOTopble pasBMBaNMCb HECMOTPA Ha obe3bonunBatoLLiee nedeHve. Jpyrumm
YacTbiMu HP Bbifin rmnepuyBCTBUTENBHOCTb (74,1%), pBoTa (57 %), Avapes (51%), CMHOPOM MOBbILIEHHOM MPOHM-
LlaeMoCTu KanunnapoB (40%), aHeMus 72,3%, HelTponeHnua 52%, TooMboumToneHna 49,6 %, 1 apTepuanbHada rm-
noTeH3usa (42,2%). Mepeao3npoBKa: COOOLLEHMIN O Crydasax Mepeao3nPOBKN ONHYTYKCKMaba 6eTa He MocTynano.
B cnyyae Nnepefo3npoBKM cneayeT TuwaTeNnbHO KOHTPONMPOBaTh MPU3HaKK AU CUMi-ToMbl HP y naumeHToB
1 MPOBOAMUTL MOAAEPIKMBAIOLLIEE NTeUEHME, B 3aBMCHMMOCTU OT 06CTONTENbCTB. POopMa BbiNycKa: KoHLEeHTpaT 414
NPUrOTOBNEHMS pacTBOpa ANA MHbY3MI, 4,5 MI/MA. YCNOBUA XpaHeHus: npu Temnepatype oT 2 o 8°C B opu-
rMHaNbHOWM yMaKkoBKe B 3alUMLIEHHOM OT CBeTa MecTe. XpaHWTb B HELOCTYNMHOM Ona AeTel mecTe. [penapat
KAP3WBA cnefyeT Mcnonb3oBaTh Cpasy nocne BCKPbITUSA. CPOK FOAHOCTU: HEBCKPbLITLIN GnakoH — 3 rofa. He npwm-
MEHSITb MO UCTEYEHUK CPOKa MOAHOCTU, yKa3aHHOro Ha ynakoske. [laTa ucte4eHms cpoka rogHoCTU OTHOCUTCS
K nocfiegHeMy [HI0 yKazaHHOro MecsiLa. YCnoBus oTrycKa: oTnyckaeTcst No peuenTy. MponsBoanTens: Npous-
BOJCTBO FOTOBOW fleKkapCcTBeHHOW GOPMbl 1 dacoBKa (MepBrUHana ynakoska): PeHTwwnep briodapma CE, SpBUH-
PeHTwnep-LUTtpacce 21, 88471 laynxanm, fepmaHuga Rentschler Biopharma SE, Erwin-Rentschler-Str. 21, 88471
Laupheim, Germany BTopuuHas (NoTpebuTenbcKas ynakoBKa) 1 BblMyCKatOLWMN KOHTPOMb Ka4ecTBa: MUNIMayHT
Xenckeap J11a, Kopnyc 7, Cutn HopT BusHec Kamnyc, CtamannuH, rpadctso MuT, K32 YD60, Mpnanama Millmount
Healthcare Limited, Block-7, City North Business Campus, Stamullen, Co. Meath, K32 YD&0, Ireland. Bnagenev, pe-
rmcTpaumnoHHoro ygoctoBepeHus: OO0 «DapMamMoHao», Poccma 109428, MockBa, npocn. Pa3aHckunii, 4,16, cTp. 1,
3TaXK 7, MOM. |, KoMm. 3. Ten.: +7 495 098 0188; e-mail: info@farmamondo.ru. Mepen NpMMeHeHneM, MoXKarnymncTa, 03-
HaKOMBTECH C MONTHOM MHCTPYKLMEN MO MEAULIMHCKOMY NMPUMEHEHMUIO NTeKapcTBeHHoro npenapata KAP3UBA.

FM-COMM-ONCO-0922-031.

Ha npaBax peknamsbl

[aHHblM MaTepuan npeaHasHadeH
N5 CneuUmanvcToB 300aBoOXPaHeHs.

Switzerland

Corporate Head Quarters

Piazza Indipendenza 3b, Chiasso, Switzerland.
Tel. +41 91 6976370 | Fax +41 91 6976399
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Posib reHeTUK B A€TCKOU OHKOJIOMrMu

CBoeBpeMeHHas anarHocTuKka v yie4eHne 3710Kka4ecTBeHHbIX HoBoobpasosaHuii (3HO) geTckoro Bo3pacta — 04HO
M3 NMPUOPUTETHbIX Harpas/IEHN COBPEMEHHOV rneguatpumn. Hepegko et UMET HacneqCTBEHHYH MNPeapacriosioxXeH-
HoCTb K pa3sutnio S3HO, 4TO YacTo COMPSXKEHO C UX paHHeN MaHngecTaLmnen v rnoBbILLEHHLIM PUCKOM Pa3BUTUSI BTOPbIX
ornyxosnen. loroBopuM 0 Hanboriee pacrpocTpaHeHHbIX CUHAPOMAaXx rnpeapacrionoxeHHoctn k SHO y neguatpuydeckmx

rnaymneHTos.

EkaTepuHa
EBreHbeBHa
3EJIEHOBA

[eHeTUK nonuknuHuyeckoro otaenenns HAN
[ETCKON OHKONOTMWN N remaTonorn UMeHN akagemu-
ka PAMH J1.A. OypHoea ®I'BY «HMWL| oHkonorum
nmenn H.H. BrioxuHa» Munsgpasa Poccum, Mockea

BaneHTnHa
MwuxainnoBHa
KO3/10BA

-\

KoHCynbTaHT-reHeTK NONMKIMHUYECKOrO OTAENEeHNS
HWW peTckor OHKONOrnM 1 remaTtoniorn MeHu
akapemuka PAMH J1.A. lypHosa ®I'BY «HMWL]
oHkonoruv nvenn H.H. BnoxvHa» MuHsgpasa
Poccumn, Mockea

Bepa
\ BnagumnpoBHa
. CEMEHOBA

Na6opaHT-uccneposatens HAN ®rBYH «UHctutyT
MOMeKysipHOI 6uonorum umenun B.A. SHrenbrapparas»
PAH, reHeTVK NONMKNMHUYECKOro OTAENEHUs

HWW petckor OHKONOrnM 1 remaTosiorn UMeHU
akapgemuka PAMH J1.A. OypHoBa

DreY «HMWL] oHkonorum umenn H.H. BnoxuHa»
MuHagpasa Poccun, Mockea

v = f:!'l
- CeetnaHa
B HukonaesHa
. MWXAWITOBA

K.M.H., 3aB. NONMKIIMHNYECKNM OTAENEHNEM,
BeAyLLMI Hay4HbIN coTpyaHVK HUW petckoi
OHKONOrnM 1 reMaTonorm nMeHy akagemmka PAMH
J1.A. OypHosa ®IBY «HMILL oHKOMOrMmM MMeHm

H.H. BnoxvHa» MuHagpasa Poccun, Mocksa

CUHAPOMAJbHbIW NALMEHT

B mpakTuKe IleauaTpa MOTYT BCTPEYaThCA
TaIYIeHThI ¢ U3BeCTHBIMU reHeTU4YeCKUMU
CUHAPOMaMU, UMEIOIMU OTJINYUTeTbHbIe
(peHOTUIIMUECKYIE YePTHI (CUHAPOMBI JlayHa
u HulimereHa, MUurMeHTHasA KcepojepMa
U 1p.). B paAme ciydaeB y TaKUX GOJTBHBIX
OTMeYeH MOBBIIIeHHBIN PUCK Pa3BUTUA
3HO, B TOM umucie B JeTCKOM BO3pacTe
(Tabm. 1), 9TO ompexesAeT HeOOXOAUMOCTh
TIOKU3HEHHOT'O HAOJIIO[IEHNA C BBINOJIHE-
HYeM KOMILIEKCA JIA00OPATOPHBIX U MHCTPY-
MEeHTAJbHBIX MeTOJOB HCCIeJOBaHUA,
a Tak)Ke KOHCYJbTAallUY CIeIMINCTOB.
[Tpu 3TOM OfHU TeHeTHUYeCKVe CUHIPOMBI
00yCJIOBJIEHBI XPOMOCOMHOM IIaTOJIO-
Tued W, KakK IIPaBWJIO, IIPeJCTaBJIEeHBbI

€IVHCTBEHHBIMU CIy4YdAMU B CEMbE, d I
APYTUX OIMNCAHBI AJIbTePAIIUN OJHOI'O NIN
HECKOJIBKHX I'€HOB C PA3JINYHBIM TUIIOM
Had1e10BaAHNA.

XPOMOCOMHBJI IIaTOJIOTUA YACTO COYETACTCA

JIrc6ayaHca,— rpyool 3asepKKOM IICHXO-
motopHoro (IIMP) u (w1u) peueBoro pas-
BuTtusA (PP), MHOXeCTBEHHBIMU ITOPOKaMU
U CTUTMaMU JU33MOpHOreHe3a, B CBA3U
C yeM JUarHo3 MOXXHO 3aIlOfl03PUTh yXkKe
B HEOHATAJILHOM Ilepuofe.

Ouarofaps 4eMy 3a4acTylo OCMOTPA HaIy-
€HTa JIOCTaTOYHO /I IIOCTAaHOBKU KJIU-
HUYeCKOro AVarHo3a, a reHeTHYecKas
BepuduKaua Heobxoguma 1y fuddepen-
IMaJIbHOM JUArHOCTUKU U MTOCIeyIoIero
IUTAaHUPOBAHMA eTOPOXKACHUS.

C IPKO BBIPOKeHHBIMU (DEHOTUIIITIECKIMU
0COOEeHHOCTAMU, BO MHOTOM 3aBUCAIIIMU
OT IPOTKEHHOCTY JIOKYCa XPOMOCOMHOTO

IIpu TeHHBIX ATBTEPANUAX (PEeHOTHUII 60IIb-
HBIX MOXXeT OBbITh KpaiiHe crierududeH,

BTO BpeMA KdK pAA T€eHeTUYeCKUX CUHAPO-
MOB MOXXHO 3aI10403PUTh 110 KNIMHUYE€CKUM

Ta6bnuua. Hanbornee pacnpocTpaHeHHble Haclie4CTBEeHHbIe OHKOJIOrmM4eckne CUHA4POMbI C d)eHOTMI‘IM'-IeCKMMM rposiBrieHNsaMn

ConyTcTByOLME KIIMHUYECKME NPOSIBIIEHUS

YMCTBEHHAsA OTCTaNoCTb; MOPOKN PasBUTUSA CEPLEY-
HO-COCYAUCTOW CUCTEMbI; MOCKUIA 3aTbII0K; 6paxnaak-
TUNKA; «06e3bsHbS» CKadKa afoHu; cneundmn4eckmin
JNMLIEBOM (heHOTUN (SMUKAHT, MOHIONOMAHbIA pa3pes
rnas, rmnepTesniopmam, CriaXeHHbI PUnbLTP, Makpo-
rNoCccust); paHHAs MaHudecTaums 6o01e3Hn AnbLrerime-
pa; CKIIOHHOCTb K pecnupaTtopHbiM 3a60neBaHNAM

KpunTopxmam (4aLle AByCTOPOHHUI); MUKPOOPXUON3M;
BbICOKMI POCT; rMnoaHgporeHemus; 6ecnnogne; oXxu-
PEHME MO XXEHCKOMY TUMNY; YMEPEHHAas 3afepXKa yM-
CTBEHHOrO pa3suTus (B 50 % crny4yaes), CONPOBOXAA0-
Liascs HapyLLEHUSIMU NOBEAEHUSA, TPYOHOCTAMM
KOHTaKTa CO CBEPCTHMKaMu

HaHn3m, KpbIoBMAHbIE KOXHbIE CKNaaKu Ha Luee,
KOPOTKas LUes C HU3KOW JIMHWEN pocTa BOSOC, numda-
TUYECKNE OTEKWN KUCTEW U CTOM Y HOBOPOXAEHHbIX,
604koobpas3Has rpygHas KneTtka, BanbrycHas gedop-
Maums KOMEHHbIX U JIOKTEBbIX CyCTaBOB, rMnepnmrmeH-
Taums KOXW, CHUXXEHNE 3PEHUS U CiyXa, BPOXAEHHbIE
NMOPOKM PasBuUTUSi BHYTPEHHUX OpraHoB, 6ecnnogve,
AVYHWKW HE Pas3BUTbl U UMEIOT B[ COEQUHNTESb-

VYOnvHeHHoe nuuo, BbICTyNawoLWmiA o6, Kocornaswue,
3MNUKaHT, rMy60KO NOCaXeHHbIEe rnasa, rmnepTenopmsm
rfas U COCKOB, BbICOKOE HEDO, TONCThIE ry6bl, BbIBEP-
HyTas HWXHASA ry6a, 60nbLUMe YLLIHbIE PAKOBUHbI

C TOJICTOM MOYKOW, KOHTPaKTypbl CyCTaBOB, KAMMTOAAK-
TUNUS, KNUHOZAKTUNNSA, annasuns HafKOSIEHHMKA,
aHomanum aHyca 1 No3BOHOYHMKA, CepAeYHO-COCYam-
CTble 1 YporeHuTasnbHble ManbgopmMaLm

3apepxka NMMP 1 PP; MHOXECTBEHHbIE CTUIMbI ON33M-
6prioreHesa 1 NopoKM pasBUTUS; KPUMTOPXM3M; Maxo-
Bble FPbIXK, @ TaKXXe 0CO6EHHOCTU YePENHO-IMLEBOrO
eHoTMNa — MUKPO-, [onmxouedanus; BoiCTynaroLme
Haa6pPOoBHbIE Ayry; LUMpOKas nepeHocuua; 60MbLUION
POT C TOHKOW BEPXHEN ry60or 1 ANIMHHLIM (OUSTETPOM

MHOXeCTBEHHbIE MOPOKM Pa3BUTUS: HAAKIIaNaHHbIN
aopTasibHbIN CTEHO3; CTEHO3 NEPUREPUHECKNX NEFOY-
HbIX apTepuii; «InUo 3nbda»; yMCTBEHHAs OTCTaNOCTb
1 HU3KOPOCNOCTh; AedeKTbl 3y6OB; MHPAHTUIIbHASA
runepkanbLuyeMusi; nyxsble ry6bl; XpUnIbIi ronoc

3agepxka NMP 1 PP; MHOXXeCTBEHHbIE MOPOKM pa3Bu-
TUSI; @aHOManuv NnuUeBoro deHotuna (NTos, rmnonnasus
KPbINIbEB HOCA, BbICOKUI KOPEHb HOCA, ManeHbKne
yLLIN); UMMYyHOZEhULNT; rMnokanbLumeMms

3apepxka NMP 1 PP; MHOXECTBEHHbIE CTUIMbI ON33M-
6puoreHesa 1 NopoKn pa3BuUTUS

AHMPUANS; aHOMaNMN YporeHUTaslbHOro TPakTa;
3afiepXXKa HEPBHO-MCUXMYECKOTO Pa3BUTUS; OXXUPEHWE

Mukpouedanus; gucmopduyHble YepTbl Nuua
(«NTNYbE NNLIO»); HU3KUIA POCT; MEPBMYHAsA HeOoCTa-
TOYHOCTb ANYHUKOB; UMMYHOLEMULINT; XPOMOCOMHAs
HeCcTabusbHOCTb, BOB/EKatoLLas NPeMMyLLIECTBEHHO
7-10 1 14-10 XxpOMOCOMbI

CuHppom FeHeTM4Yeckas ocHoBa Tun 3HO
HayHa Tpucomusa 21-n xpomocomel  OJIJ1, MOC,
TpaHcnokaums t(14;21) OMIJ1, J1X,
Mo3zaunuusm pak snyek
N OXXMPEHUIO
KnavHdenstepa 47 XXY — 80 % epMyHOreHHs1e
48,XXXY onyxonu, XMJ1,
49 XXXXY onn, OMJ1, HXJ1
47 ,XXY / 46,XY
LLlepewuesckoro — 45,X0 — 50 % lepMyHOreHHs1e
TepHepa 46,X, i(Xq) — 15 % onyxonu, OJ1J1,
45,X0/ 46,XX — 15 % HXJ1, OMJ
45,X0 / 46,X,i(Xq) — 5 %
HOTKaHHbIX TSXXeN
Tpucomus xpomocombl 8 [lonHas Tpucomus onn
Mogau4Has chopma
MwukpogeneumoHHbIN Mukpogeneuuns 13q14 emo6nacTosbl
CUHOPOM PetnHo6bnactoma
OMIM#613884
Bunbsamca Mukpogeneumsa 7911.23 Femo6nacTosbl
OMIM#194050
MwukpogeneumoHHbIN Mukpogeneuuns 22q11.2 [emobnacTtosbl
CUHEPOM ATPO
OMIM#611867
MukpogynnukaumoHHbln  Mukpogynnukaums emo6nacTosbl
CUHOPOM 22g11.1q11.22
OMIM#608363
WAGR (O) Oeneuns 11p13 Hedpobnactoma
OMIM#194072 FoHapgo6nactoma
PA
HuiimereHa NBN (NBS1) Mepynno6nac-
OMIM#251260 (8921) Toma
Pa6gomunocap-
Koma
[oHagobnacTtoma
Helipobnactoma
ManunnapHeIi
PLLX
HXN, O,
oM, X, Nl
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CuHgpom
LIG4-cuHgpom
OMIM#606593

Bnyma
OMIM#210900

LIG4 (13933.3)

BLM (15G26.1)

lurmenTHas

Kcepoaepma

OMIM#278700 XPA (9922)
OMIM#610651 ERCC3 (2914.3)
OMIM#278720 XPC (3p25)
OMIM#278730 ERCC2 (19q13)

OMIM#278740
OMIM#278750
OMIM#278760
OMIM#278780
Jlyn — Bapp

OMIM#208900

DDB2 (11p11.2)
POLH (6p21.1)

ERCC4 (16p13)
ERCC5 (13g33)

Heipogmbpomartos
1-ro Tmna
OMIM#162200

NF1 (17911.2)

Mentua — Werepca
OMIM#175200

KoyneHa
OMIM#158350

PTEN (10923.3)

Ty6epo3HbIN CKepos
¢ | Tuina OMIM#191092
¢ || Tuina OMIM#191092

TSC1 (9934)
TSC2 (16p13.3)

HyHaH
OMIM#163950
BRAF

1 PeHOTUIINYeCKUM IIPOABJIEHUAM (CM.
Ta6J1.), IpU GOJBITUHCTBE HACTeACTBEH-
HBIX OHKOJIOTIECKIX 3a00JIeBAHUI TOIBKO
JHK-nyarHoCTHKA, aHAIN3 POJOCIOBHOM
U JUIUTeIbHOe HaOJIo/leHre TTO3BOJIAIOT
IIOCTaBUTH JuarHo3. K yucry momo6HbIX

STK11 (19p13.3)

leHeTn4yeckas ocHoBa

ATM (11¢22.3-g23.1)

PTPN11 (12924.13)
KRAS, NRAS, HRAS,

Tun 3HO

T-KNEeTOoYHbIN
oJin

3HO koxu
oJ11, oHMN

3HO koxu
(kapumHoma,
MenaHoma,
aHrnocapkoma,
unbpocapkoma),
KPP, OMJ1

PMXX (B T.4.

y FETEPO3UroT)
B-kneTo4Hble
HXT
T-KNeToYHbIN
OJ1J1 B BO3pacTte
no 20 net, XJ1J1

Mnoma 3putens-
HOro Hepsa,
LUBaHHOMA,
rnuoénacroma
IOMMI1, HXTJ1

Pak ToHKown
KULLIKK, TOSICTON
KULLKW, Xenyaka,
NogXenyno4Hon
xenesbl, PMXX,
PN, matkun, PA

N pak anyek

Pak Tena matku,
PMXX, PLLDXK, PIT,
pakK ToncTomn
KULLIKWU N KOXM
Pr1, cy6aneHau-
MasnbHas ruras-
TOKNEeTo4Has
acTtpouuTomMa

Henpo6nactoma,
roHago6nacTto-
ma, KOMMIT,
OMI1, OJin

lpogomkeHne Tabnnibl

COI'IYTCTByIOI.I.WIe KJIMHU4YecKue nposBrieHnsa

KnuHnyeckn HanoMvHaeT cuHapoM Hulimerena

Oputema; hoTOHYBCTBUTENILHOCTL; MpeHaTanbHas

W nocTHaTanbHas 3aepXxka pocra; UMMyHoaepuumT
N YacTble NHAEKLMM BEPXHUX OblXaTeNbHbIX NYyTEN;
PE3VNCTEHTHOCTb K MHCYNIMHY 1 BbICOKUI PUCK
caxapHoro guna6eTta, a Takxe noBbiLLUeHHbIM puck 3HO
pasnuyHbIX TOKanM3aumii; XpOMOCOMHasA HecTabunb-
HOCTb — MOBbILLEHA YacToTa 06MEHOB CECTPUHCKNX
xpomartug

®DOTOYYBCTBUTENBHOCTb. 3a60/1EBaHNE 06bIYHO NPOXO-

OWT TPpU CTaguun:

* cTaausi NEPCUCTMPYIOLLIEV SPUTEMBI (KOXKHO-CIN3N-
CTbIi KCEPO3 C XEWSIUTOM M CBETOOOSA3HbIO);

* CTagusi OUCXPOMUM (MUrMEHTHbIE HapYLUEHNS);

* CTaausi KOXKHO-CIM3UCTBIX OMYyXOmnen.

Tsaxenble opMbl MMFMEHTHOM KCepoaepMbl MOry T

COMPOBOXAATLCA KapJIMKOBOCTbIO, TMMonaasnen roHag

(HepopasBuTbIE NOMOBLIE XXENe3bl) U YMCTBEHHOWN

OTCTanocThto

MporpeccupytoLLas Mo3XevkoBas aTtakcusi; TeneaHrmo-
3KTa3us; UMMYHOAEPULINT; XPOMOCOMHAs HecTabusib-
HOCTb; pasfiMyHble XPOMOCOMHbIE abeppaLym; NoBbI-
LLIEHHAs YYBCTBUTENILHOCTb K MOHN3UPYIOLLIeA
pagvaumn

MaTHa useTa Kode ¢ MONOKOM; Y3enKu Jlvwa; NoaKOoX-
Hble HEMPONOPOMbI; MNEKCUKDOPMHBIE HENPOUOPO-
Mbl; JIOXHbIA CycTaB

MMnepnurMeHTUpPOBaHHbIE NATHA BOKPYr pTa, Ha ry6ax
N JecHax, KUCTSAX U CTonax; MHOXECTBEHHbIE NOMUMbI
XKKT

MHoXeCTBEHHbIe raMmapToMHbIe NoNnnbl; MaKpOLl,Gd)a-
NN, 3agepXxKa NCUXmM4ecKoro pasBuUTUA; MUOMUA;
aHomManumn pasBuUTUA NnLeBoro 4yepena,

HacTble CUHYCUTbI

AHrMomépoMbI NULA; MIMNONUIrMEHTHbIE NATHA; pabao-
MWOMBbI ceppLa; cy6aneHamMmMmanbHble yanbl (He MeHee
OBYX); @HIMOMMONINMOMbI MOYeK

HW3KniA poCT; MOPOKM Pa3BUTUSA BHYTPEHHUX OPraHoB,
CcepaeYHo-cocyancTon CUCTEMBI

ITonnblii sapuanm mabnuybl onyoAUK08aH 8 MOOUNLHOM NPUNLOJCEHUL

3a60JIeBaHUI OTHOCAT CUHAPOMBI Jlu —
®paymenu I Tuna (OMIM#151623, ren TP53)
u Il Tuna (OMIM#609265, ren CHEK2), pon
Xunmnena — Jluagay (OMIM 193300, reH
VHL), mpeipacIiono:XeHHOCTH K IIOJIMOPTaH-
HBIM oItyxoyaM — 2 (OMIM# 619975, ren

MBD4), Jlurya (OMIM#120435, reH MSH2;
OMIM#609310, rer MLH1; OMIM#614337,
reH PMS2; OMIM#614350, rex MSH6),
DICER1-curzpom (OMIM#138800
u OMIM#601200, rex DICER1), Hac/IeiCTBeH-
Hble popMbI peTuHO- (OMIM#180200, reH

lMprmeyvarns:

OPM>XX — oByCTOPOHHMI
pak MOJIOYHbIX Xenes,
OcTteoSa — ocTeocapkoma,
PJ1— pak nerkoro,

PTK — pak ToncTon KULLKn

PucyHok 1. PogocnoBHas naumeHTa

41ron PNl HecvacTHbIN criyyain
47 net 40 net
29 net CuHxpoHHbIn OPMX
35 net PTK
TP53 ¢.524G>A
15 net 5 mec. 20 net 10 net
Sgggﬁ Sa 5 net 5 mec. OcteoSa
6enpeHHON npasor 6egpeHHON KOCTU
KOCTU P53 P53
c.524G>A c.524G>A

41 rog 73 ropa
41 rog PJl
26 net | / 40 net

il

A

s —

* A W A WAV, " " 0, L 0,
B |

b Y e A E

i |

rl
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lMpumeyarns:

A — npobaHg (naumeHT),
B — cectpa npobaHga,
B — matb npobaHga,

[ — oTtey npobaHga

PucyHok 2. Pe3ynbrat cerperaumoH-
HOro aHanmaa

RB1) u HedpobGiactombr (OMIM#194070,
reH WT1), a Takxe psf APyTUX CHHAPOMOB.

B Hamrell mpakTUKe HeOTHOKPATHO BCTpe-
YaJuCh MalMeHThI C HacJleJCTBeHHBIMU
OHKOJIOTMYeCKUMU cuHIpoMamu. [IpuBo-
VM KJIMHITYeCKoe HaOJToie e MaleHTa
¢ cuagpoMoM JIlu — ®paymenu, 11 KOTo-
poro xapakTepHO pa3BUTHe MePBUYHO-
MHOecTBeHHbIX 3HO pasinyHbIX JIOKaIu-
3aIui (cCapKoMa, paK MOJIOYHOM »KeJie3bl,
JIeIKO3, OIyXOJIb HAa/ITIOUeYHUKOB U Jp.)
¢ maHudecranuell B paHHeM Bo3pacTe,
a TakXXe ayTOCOMHO-IOMUHAHTHBIN THUII
HacJIeZOBaHUA C BICOKOM ITeHeTPaHTHO-
cTh10. IIpOrHO3 3a60IeBaHNA, KaK IPABUIO,
HeOJIaronpUATHBIN. BBIy BBICOKOTO pHCKa
pasButusa 3HO B TeueHUe BCeU XU3HU
TaIueHThI AOLKHBI AMHAMUYECKU IIPOXO0-
JIUTh KOMIUIEKCHOe 00C/IeZloBaHre, BKITIO-
4asa MPT Bcero Teia.

KIIMHUN4YECKOE HABJIIOAEHUE
BonpHOHI, 10 JjieT, IPOXOAUI JedeHUe
B HUU [Oul’ nmenu akagemuka JI.A. lyp-
HOBA C IMarHO30M «OCTeocapKoMa auadusa
TIpaBoM GeIpeHHON KOCTH, MaHU(eCcTanusa
B 5 JieT 5 Meca1eB». CeMeiHbIM aHaMHe3
otaromed 3HO pa3iMyHbIX JIOKAIU3AIUN
(puc. 1).

ITo JaHHBIM MOJIEKYJIAPHO-TeHETUYEeCKOTO
uccinenoBaHusda, MmetogoM NGS (cexkBeHU-
POBaHUA CJIeAYIONIero IIOKOJIeHUA) B 5-M
9k30He reHa TP53 BbIABJIeH FepMUHAIbHBIN
naTtoreHHbIN BapuaHT NM_000546.6(TP53):
€.524G>A (p.Arg175His, rs28934578) B reTe-
PO3UTOTHOM COCTOAHUM. [IpH BBIIIOIHEHUU
cerperaiioOHHOTO aHAJIN3a MeTOJOM CeKBe-
HUpoBaHUuA 110 CeHrepy aHaJIOTUYHBIN
BapUaHT HYKJIEOTUIHOU ITOCIe0BaTeb-
HOCTY GbUI BBISIBJIEH Y MaTepU U CeCTPhI
nanueHTa (puc. 2).

Ha ocHOBaHMM pe3yJIbTaTOB IIPOBEAEHHOIO
HUCCIe0OBAHNsA, a TAKKe CeMEHOro aHaM-
Hesa, MaleHTy ObUI II0CTaBJIeH JUAarHO3
«cuHApoM Jlu — dpaymenu I turma, nepe-
Jiada 1o MaTepUHCKOW JTMHUM». PekoMeHZ0-
BaHO IIO)KU3HEHHOe AUHAMUYeCKoe HaOIio-
JleHUe U IUIaHUPOBaHUeE JeTOPOXKIeHUA
BBUJly BBICOKOI'O PUCKa (50 %) mmepeznadu
MyTaLlU IIOTOMCTBY.

JlMarHoCcTUKa HaCle[CTBeHHBIX OHKOJIO-
TUYeCKUX CUHIPOMOB y JeTel ABJIAeTCA
NIPUHIIUIINAILHO BAXXHOM I IUIAHUPO-
BaHUA JaJbHeNIero HaGIoeH s U iede-
HyA. Tak, HallpuMep, NaleHTaM C CUH-
Ipomamu Jlu — ®paymenu u HulimereHa
cilefyeT OTpaHUYUTL MCIIOJIL30BaHUE
JIy4eBBIX METOAOB UCCIeA0BAHUA U OTKa-
3aTbCA OT JIy4eBOM Tepaluu BBUAY BBICO-
KOT'O PMCKa Pa3BUTHUA BTOPBIX OILyXOJIei.
CBoeBpeMeHHO II0CTaBJIeHHbII reHeTHh4e-
CKUI IUarHO3 IT03BOJIIET TAKXKe U36eKaTh
IIOBTOPHOTO POXKJeHHA OOJBHBIX JeTell
B ceMbe [P YOUIOBUY IUIAHUPOBAHUA Oepe-
MeHHOCTH, BBINIOJTHEHUA IIpeHaTaIbHOMN
U IpeJUMIUIAaHTAIOHHOM AUAarHOCTUKHU.

Jna BepuduKanum HacjaeqCTBEHHBIX
OHKOJIOTUYEeCKUX CUHAPOMOB y JgeTel
VCIIOJIb3YIOTCA Pas3JIMYHble KaCTOMHBIE
naHeny reHoB. OCHOBHOM MeTOJ, MCCIIe[[0-
BaHuA — NGS, ogHaKO B pAfe ciIydaeB I
BBIABJIEHUA IPOTAKEHHBIX BHYTPUTEHHBIX
JleJIeNNil MOXKeT IOTPeOOBaThCA MYJIBTU-
IJIeKCHas JIMrasHas IjellHasd peaKIu:A
(MLPA). B citygae XxpOMOCOMHOM ITaTOJIOTHH
TanyieHTaM MOTYT OBITh BBIIIOJIHEHBI IIUTO-
reHeTUYeCcKoe MCCIeloBaHue WIN XPOMO-
COMHBIN MUKPOMAaTPUYHBbIN aHaIu3. i
pelleHuA BOIIPOCa O ITOKa3aHUAX U 00b-
eMe MOJIeKY/IAPHO-TeHeTUYeCKOro 1cce-
JIOBAaHUS PeKOMeH/yeTCs KOHCYJIbTAIUA
TeHeTHUKa.



IleguaTpusa cerogua N° 8 (33) 2023

10

LOETCKAA TEMATOJIOI NA

NMMmMmyHOTepanusa oCTpbIX JIEUKO30B

bucneyngpunyeckmne MoHoOKI0HabHble aHTuTena (bCcAT) — 310 1abopaTopHO CUHTE3NPOBAHHbBIE KOMI/IEKCHI, CIIOCO6-
Hbl€ OJHOBPEMEHHO CBSI3bIBATLCS C ABYMS PAa3JINYHbIMU TUMaMu aHTUIreHa miv gByMsi pasinyHbIMyU aruTonamm o0gHoro
M TOro Xe aHTureHa. Betpedarolymecs B ripupoge aHtutena (AT) 06bI4HO HalesieHbl TOSIbKO Ha OANH aHTUMEH.

®

"3 HaTtanbsa

AHppeeBHa
BEATMAHOBA

K.M.H., 3aB. OTAENEHMEM OETCKOW OHKONOrNMn

1 remaTonornm (xuMmmoTepanmmn remo61acTo30B)
Ne 2 HAW peTckoit OHKONOrMmM 1 remaTonornm
nmeHn akagemmka PAMH J1.A. lypHoBa

®rbY «HMUL oHkonormn nvenn H.H. BnoxmHa»
MwuHspgpasa Poccun, Mocksa

WpuHa
OneroBHa
KOCTAPEBA

LeTcKuiA OHKONOI OTAENEeHUs AEeTCKOM
TPaHcnnaHTauum KOCTHOro Mo3ra

1 reMOMno3TUYECKMX CTBOSOBbIX KneTok HAN
[€TCKOV OHKOJOrMN U FreMaTonorum UMeHn
akagemuka PAMH J1.A. OiypHoa ®I'BY «HMULL
OHKkonormn nmenn H.H. Bnoxuna» MuHagpasa
Poccuun, Mocksa

Tumyp
TenmypasoBuy
BAJIMEB

[.M.H., BEQyLLMA Hay4HbIN COTPYAHMK,

3aB. OTAENEHNEM [ETCKOW OHKOMOrnm

1 remaTosiornm (XummoTepanusi reMo6nacTo30B)
Ne 1 HAW petckoit oHKONOrMmn 1 rematosnorum
nmeHn akagemmka PAMH J1.A. [lypHoBa

drey «HMWLL oHkonorum umenn H.H. BnoxuHa»
Mwunsgpasa Poccum, Mocksa

S
Kupunn
' Wropesuny
> KNPIrn30B

K.M.H., JOLIEHT, 3am. AMpeKTopa o Hay4HoM
pa6oTe, 1.0. 3aBefyioLLEero oTAeNeHeM, BEAyLLMA
Hay4HbIi coTpyaHuk HUW peTtckoli oHkonorumn

1 remaTonorum umeHun akagemmnka PAMH

J.A. OypHoBa ®I'BY «HMWL| oHKonornv nmexn
H.H. BnoxmuHa» Munusgpasa Poccun, Mocksa

bucnenuduyeckrue MOHOKJOHAJIbHbIE
antuTtena (BcAT) mpeacTaBAAOT COGOM
JIaGOPaTOPHO CUHTE3UPOBAHHBIE KOM-
IUIEKCBI, KOTOpble MOTYT OLHOBPEMEHHO
CBA3BIBATHCA C ABYMA PasIMYHBIMU TUIIAMU
aHTUTeHa WIU JBYMS Pa3INYHbIMU dIINTO-
IIaMU OZHOTO U TOTO >Ke aHTUreHa. Bctpe-
qaplmuecs B Ipupofe aHturena (AT)
0OBIYHO HalleJIeHbI TOJIBKO Ha OAMH aHTU-
reH. BcAT MoryT GBITH WU3TOTOBJIEHBI
B HECKOJIbKUX CTPYKTYPHBIX ¢opMaTax,
a TaKXXe CKOHCTPYUPOBAHBI JIJIA PeKPyTHU-
POBAHUA U aKTUBALIMM UMMYHHBIX KJIETOK,
BMeIIaTeJIbCTBA B Ilepeflayy CUTHAJIOB
pelielITOpaMy ¥ UHAKTUBAIN CUTHAIbHBIX
JINTaH/IOB WM JUIA YCUJIEHUA acCOLMaIN
6eIKOBBIX KOMILIEKCOB.

INepBoHaYanbHYI0 KOHIENIIO beAT nipen-
JIOXKWJI aMePUKaHCKUY yueHBbIH, BhIXOZeI]
u3 Poccuu, Ansdppes Huconopd (1923-

2001) B 1960-x. B 1975 roxy mpo6-
JieMa TOJlydeHUsA aHTUTeJI C BBICOKOMU CTe-
TIeHbI0 OYUCTKY ObLIA pelieHa IyTeM CO3-
JaHUA TUOPUIOMHOM TexHoysoruu. Ha-
CTynuaa HOBasg 3pa MOHOKJIOHAJILHBIX
antures. B 1983 rogy HoGeleBCKUe Jaype-
atel Cesap Muwnbmrelid u xxopmx Komep
CO3JAJTA TEXHOJIOTUIO TUOPUJ-TUGPUAOMBI
(kBampoma), a B 1988 rogy koMaHza XbIo-
CTOHA M300pesia OMHOIEIIOUYeIHBII Bapua-
OeNIbHBINA (parMeHT, YTOOhI MUHUMU3UPO-
BaTh NpoOJIeMbl C HeNpPaBUJIbHBIM
CllaprBaHUEM JJOMEeHOB WIU arperanuei
ABYXIIE€IIOYE€YHbIX BUJOB.

CerozHa npemnapatsl bcAT B 0CHOBHOM HOJTY-
YaloT TPeM CII0CO6AMU: XMMUIEeCKON KOHD-
joranyei ¢ MOMOIIBI0 KPOCCIMHKEPOB,
IIyTeM COMaTUIeCKOTO CIMAHNA JBYX TMHUI
TUOPUIOM (TEXHOJIOTHA KBAIPOMBI), TEHHO-
UH)KeHepHBbIMU MeToAaMU. B saBucuMocT
OT CI10c06a MOIy4eHuA U CTPYKTYpPbI, BcAT
OTJIMYAIOTCA IO YUY CBA3BIBAIOININX IeHT-
POB, FeOMeTPHH, BpeMeHU MOTyXU3HU (ap-
MAaKOJIOTMYeCKOro Ipemapara 1 a(dexTop-
HBIM QYHKIMAM. [Io MexaHu3My JeUCTBUA
MHO>XEeCTBO COBPEMEHHBIX IIpellapaToB
BCcAT, mpoxopAmyx JOKIMHIIeCKYe 1 KIu-
HUYecKHe UCCIeJOBaHUA, MOXXHO KJIACCH-
¢dunpoBaTs Ha yeThIpe popMaTa: GuCIIe-
n(UIHbIe YCINTENN T-KIeTOYHOIO OTBeTa
(bispecific T-cell engager, BiTE), «mepeHarie-
guBatomue» AT ABOMHON adPUHHOCTHU
(DART), romopuMepHble AT, a Take TpU-
(pyukunonanbHble BeAT.

Paszpa6otans!l BcAT 14 TedeHUA 0CTEOII0-
po3a, reModmIny, 60Ie3HU ANbIreiiMepa,
ayTOMMMYHHBIX 3a00yieBaHu. [Ipemnaparsl
BcAT mMeIoT HeCKOJIbKO 3HAaYUTEIbHBIX
TIpeUMYILeCTB Nepeli MOHOCTIeIU(PUIHBIMUI
AT. Bo-iepBrIX, bcAT HaIIpaBJIAIOT crieny-
(puyeckue >¢dpeKTopHbIe KIeTKU UMMYH-
HOM CHCTeMBI K OITyXOJIeBBIM KJIeTKaM-
MMUIIEHAM, YCWIABAA UX IUTOTOKCUYHOCTD.
Bo-BTOpBIX, BCAT MOryT 06ecnednBaTh
60BIIYIO CIeNNGUIHOCTD CBA3BIBAHUAA,
TaK KaK B3aMMOJeHICTBYIOT C ABYMs Pa3Ind-
HBIMU IIOBEPXHOCTHBIMU aHTUIe€HAMMU.
B-TpeTbux, ucnonb3oBaHue bcAT nmossossaeT
ONITMMU3UPOBATh PACXOABI HA CO3ZjaHUe
Ipemnapara IIyTeM CHUKEHUA CTOMMOCTU
Pa3paboTKU U KIMHUYECKUX UCCIIeN0BAHUN
10 CPaBHEHUIO C KOMOMHMPOBAaHHOM Tepa-
nyey AByMA MOHOCIIeIM(UYHBIMY IIpera-
paramu. B-yeTBepThIX, mpenapaTtsl bcAT
MOTYT OJHOBPEMEHHO GJIOKMPOBATh ABA
PpasJM4YHBIX IIyTU IIaTOreHe3a. B-IAThIX,
UCII0/Ib30BaHue BeAT, 110 cpaBHEHMIO ¢ KOM-
OMHUPOBAHHOU Tepamuell AByMs
MOHOCIeIU(PUIHBIMU IIpelapaTaMu,
II03BOJIAET CHUSUTD 3aTPAThl HA JIEYeHHe.

KNACCUYECKOE AHTUTEJIO

I pedpakrepHbIX GOPM U PelUAUBOB
oCTpPBIX TNM(POOIACTHBIX JIefiKo30B (OJLI)
HCIIONB3YIOT CXeMbl XUMUOTePAIIY BTOPOH
JIVHUAUY, TPAIUIIIOHHO COZiepyKalllyie aabTep-
HUpYIOIIe GJIOKM BBICOKOWHTEHCHBHOM
XVIMHOTePaINuH C IIocIeyloleli aZIOreHHON
TpaHCIUIaHTallkel TeMOIIO3TUYeCKUX CTBO-
JIOBBIX KiIeTOK (uto-ITCK). [lnda ycrienrHoi
awto-ITCK nipu OJUL y meTeii KpaiiHe BaKeH
HU3KUI YpOBeHb MUHIMATbHOM OCTaTOUHOM
6ose3ny (MOB). OHMM 13 BO3MOYKHBIX Bapy-
AQHTOB OITHMMU3ALNY JIe9eOHBIX II0IX00B

SIBJIAETCS TaK Ha3bIBaeMas OpPUDK-Teparvis,
Kora TpebyeTcsa JOOUTHCS HeraTUBHBIX
nokasaresieit MOB 1pu OTCyTCTBUY HEOOXO-
JVMOCTHU TIPOBeJIeHNs NTHTEHCUBHOM XVIMU-
oTepanuu. B 3ToM CTyyae Hanbosiee 3HAYU-
MbIl 3(pdeKT y NarueHToB C BinHeHbIM
OJIJT mokasas mpernapar 6JiMHaTyMoMao,
ABJIAIOIINCA KIaCCUIeCKIM Ouctieridirde-
CKUM MOHOKJIOHQJIbHBIM aHTUTEJIOM.

KinHudeckue vccrefoBaHusA GIMHATYMO-
Maba y B3pOC/IbIX ObUTM HavyaThI B 2001 rojy.
3 mexabps 2014 roga oH 6bUT 0Z0GpeH YIIpas-
JIeHHeM I10 KOHTPOJIIO KayecTBa MUIIeBbIX
TIPOAYKTOB U JIeKapCTBeHHbIX cpeAcTB CIIIA
(US Food and Drug Administration, FDA) s
JredeHns B-munHettHoro OJUL IlepBaIit ycremm-
HBIH OIBIT IPUMeHeHUA OIMHAaTyMOMaba
Y B3POCJIBIX IPOAEMOHCTPUPOBAI 3 dek-
TUBHOCTD B TePAIINM MAIIeHTOB C (POJUINKY-
JIApHOI TUMGOMOH, a Takxke JUMMPOMON
U3 KIETOK 30HbI MAHTHUU. B ucciefoBaHum
II a3kl y B3pOUIBbIX MALIIEHTOB C peluiu-
Bamu B-munettnoro OJUI wiu ¢ mepcucTes-
nueit MOB (= 1 x 10*) MOB-HeraTuBHBIH
cratyc ObLI 3aUKCUPOBaH y 16 (80 %)
13 20 MaIMeHTOB, Ge3pelUANBHAS BbLKUBA-
emocTb (BPB) cocraBuiia 61 % nipu MmenuaHe
HabmomeHu: 33 MecAria. [Tocie 3aBepiieHys
Tepanuy GIMHATYyMOMAaOOM JIeBSTU MAI[eH-
TaM ObUIa IPOBeJileHa TPAHCILIAHTAIWA
TeMOITIO3TUYECKHX CTBOJIOBBIX KJIETOK 11 bPB
coctaBuia 65 %. [loydeHHbIe pe3yJIbTaThl
TIO3BOJIMUTY PACIIUPUTD CIEKTP IOKa3aHUN
K HMCIOJIB30BAaHUIO IIpellapaTa y JeTel
U B3POCJIBIX.

IIpepnomnaraercsa, yro Hammyue MOD mocite
CTaHAAPTHOMN IOJIMXUMUOTEPAIIMH OTpa-
’KaeT XMMHOPEe3UCTEeHTHOCTh JeHKo3a:
B HEMeIIKOM MHOTOLIeHTPOBOM UCC/IeNOBa-
TeJbCKOM rpymnme mo usydeHuio OJIJI
y B3pocibix (GMALL) TOJTHBIN OTBeT GbLT
JOCTUTHYT y 89 % IalleHTOB C BtnHen-
geIM OJUJL. OnHako depes 16 HeZesrb IOCIE
Hayajla Tepanuu ypoBeHb MOB-HeraTus-
HBIX PeMUCCUH cOCTaBWI 66 %. BPB B Tede-
HUe 5 JieT ObLIAa CyIIeCTBEHHO BBIIIe
y jocturmux MOB-HeraTuBHOM peMuccuu
II0 CPaBHEHMUIO C NAIUeHTaMU C IIePCUCTU-
pytoreit MOB. CrpaTudukaiys 60JIbHBIX
Ha ocHoBe MOB MOsKeT II03BOJIUTH ClIeJIaTh
6osiee N30MPATEILHON NHTEHCU(DUKATIVIO
JIeYeHUsd JIA MalieHTOB C U3MePUMBbIM
OCTaTOYHBIM 3a00JIeBaHUEM U, BOBMOXKHO,
CHU3WUTh NUHTeHCUBHOCTD JIeUeHUA IallieH-
TOB C IIOJIHBIM MOJIEKY/IAPHBIM OTBETOM.

Bricokas apdpeKTUBHOCTE U 6e30I1aCHOCTh
OsmHaTyMOMaba TaKKe ObLTM OTMEYeHbI
B JIETCKOI KOropTe GOJIBHBIX, IT0 JAHHBIM
ucolefoBaHua rpynnel BFM. Xopomiue
Ppe3yJIbTaThl IpUMeHeHus OirHaTyMoMaba
Y HaIlieHTOB Pa3/IMYHbIX BO3PACTHBIX IPYIII
C peruANBUpPYIOMUM U pedpakrepHbiM OJI
TI03BOJIWJIY BKJIFOUUTH €r0 B TepaIuio nep-
BoI imHUA naneHToB ¢ OJUL. Tak, Children
Oncology Group UHUITUMPOBAHO PaHIOMU-
3UPOBaHHOE MCCIeOBaHNeE C BKIIOYeHHEeM
GIMHAaTyMOMaba B CXeMy CTaHZApPTHOM
XAMUOTepanuu y nanueHTos ¢ OJUI cran-
JlapTHOM rpyniibl pucka (AALL1721). bauna-
TyMOMab 3aperucTpupoBaH B PP B kauecTBe
MOHOTepanuu s jedeHus Ph-HeraTtus-
HOro, CD19-03UTUBHOIO peLIUBUPYIO-
mero u (uau) pedpaktepHoro OJLJI

y B3POCJBIX U YCIEIIHO IPUMEHAETCA
Ha 0ase Kak (deepaybHbIX, TAK U PETHO-
HaIbHBIX KINHUK.

CTPYKTYPA U MEXAHU3M
BauHatymomal mpefcTaBiseT coboit Ou-
cnerIecKuil akTUBaTOpP T-KJIeTOK U ABJLA-
€TCA aHTUTEIOM-KOHCTPYKTOPOM, KOTOpoe
CeJIeKTUBHO CBA3BIBAETCA ¢ aHTUTeHoM CD19,
OKCIIPeCCUPYIOIMUMCA Ha IMOBEPXHOCTU
B-wireTok, u antureHom CD3, sKcIipeccupyo-
IYMCA Ha IOBepxHOCTU T-KireToK. bivHary-
Momab — repBas MosteKysia BeAT, koropas
ObUIa IIPOTECTUPOBAHA B KIMHUYECKUX
UCIbITaHUAX U FDA y1 pelilninBUPYIOIIX
u pedpaxrepHbIx ButnHeitnbix OJUI. Lese-
BBIM aHTUTEHOM IS GJIMHATYMOMAa0a sIBJIs-
etcsa CD19 — noBepXHOCTHBIN pelieITop,
3KCIIPeCcCHpyeMbIi B Ipoliecce B-kieTouyHoM
I depeHIIMPOBKY OT IIPO-B-KJ1eToK 1o mud-
(pepeHITPOBAHHBIX IIa3MaTUIECKUX Kile-
TOK. AHAJIOTUYHO 3Kcrpeccuda CD19 xapak-
TepHa JJIA 3JI0KaYeCTBeHHbBIX aHAJIOTOB
GONMBIIMHCTBA B-TMHENHBIX JIEKO30B
1 JIMMQPOM.

BivHaTyMOMa6 aKTUBUPYeT SHJOTeHHbIe
T-knetku, coensuuaa CD3 B KOMILIEKcCe
T-xs1eTouHOroO perenrropa c CD19 Ha 1o6po-
Ka4yeCTBeHHbIX U 3/I0Ka4eCTBeHHBIX B-KiieT-
Kax. ['paHysbl, comeprxaye (pepMeHT IpaH-
3UM, a TaKXXe CIenupuIecKuil 6esoK
nepdOpUH, CBA3BIBAIOTCA C MeMGpaHON
T-KJIeTOK, OKa3bIBasA IUTOTOKCHYeCKOe Jeii-
cTBUe. BhICBOOOXKAeHHBIN IephopuH
B IPUCYTCTBUM BHEKJIETOYHOI'O KaJIbIIUA
o6pasyeT KaHAJIbI, 0OJIerYaonye BHeApe-
HUe B MeMOPaHy OITyX0JIeBOM KJIeTKU. DTU
KaHaJIbI CIYXKaT JJIA IPOHUKHOBEHUA dep-
MEHTOB — I'DAaH3MMOB U OTBETCTBEHHBI
3a BBICBOOOXKEHIIE COZIePKIMOTO IINTO-
30J1d, 4YTO NPUBOAMUT K Jyusucy CD19*
KJIETOK-MUIIICHEe.

[TpenmymecTBo 6;1MHaTYyMOMaba COCTOUT
B TOM, UTO €0 IIUTOTOKCHIeCKUI 3 PeKT
He 3aBUCUT HU OT crenuduIHOCTH T-Kite-
TOYHBIX PELeNITOPOB, HU OT HATMYHA MOJIe-
KyJI IIepBOTO KJIACCa OCHOBHOTO KOMILIEKCa
TUCTOCOBMECTUMOCTHU Ha IIOBEPXHOCTH
AHTUTeH-TIPe3eHTUPYIOIUX KIeTOK, YTO
JieIaeT ero UCIO0Ib30BaHKEe OCOOEHHO aKTy-
QTBHBIM Y IAI[UeHTOB C Pa3IUYHBIMU 3Ta-
naMu HapymeHUA AuddepeHINPOBKU
B-Kxi1eTok (0T BuIMHeHbIX IIpe/ecTBe HHU-
KOB JI0 6oJ1ee 3peibIx popm).

ITpenapate! BcAT BOCTYIIHBI HA MEXKAYHA-
POJHOM U POCCUMCKOM pBIHKax. B Hacrod-
1ee BpeMs obecriedeHre OIMHATyMOMaooM
npoucxoaut no nporpamme BMII (otmens-
Hble 00beMBI I JeTell ¥ B3POCIBIX).
OpHako obecrieyeHyie BHOBb Pa3pabaThiBa-
e€MBIMH IIpelrapaTaMy — 3TO 30Ha OTBeT-
CTBEHHOCTH 0IarOTBOPUTEIBHBIX OPTaHU-
3alUil WJIKU IporpaMM KIMHUYECKOU
anpobanuu.

OCOBbIN CNYYAN

B page crydaes B neyax nonydenus MOB-He-
TaTUBHOTO cTaTyca pu BrmmHeltHOM OJLI
MOKeT HCIIONIb30BaThCA MHOTY3yMab o30ra-
munyH (MHO), KOTOPBIHN ABJIAETCA KOHBIOTa-
TOM MOHOKJIOHAJIBHOIO aHTUTesna I1gG4
C IIOJIyCUHTETUIECKUM LIMTOTOKCUYECKUM

Oxonuanue Ha cmp. 12
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AHppen Bnagumnposund MasypuH:

«CnewuTe penartb o6po!»

WcnonHunocs 100 net co gHA poxaeHus 4.M.H., rnpogeccopa, YrieHa-koppecrioHgeHTa AkagemMmm MeauynHCKUX Hayk
CCCP un Poccuvickovi akagemun MeanumnHCKkux Hayk, naypeara ocygapcteeHHovi ripemumn CCCP, 3acry>XeHHoro gesi-
TesIs1 Hayku, BeTepaHa Bernvkovi OTe4ecTBEHHOM BOVHbI M HaLuero yuntesns — A.B. MasypuHa (1923-2001).

NAMATHBIE OATbBI

&

T

AnekcaHgp

puropbesuny
PYMAHLIEB

[.M.H., akagemuk PAH, Hay4HbIi pykoBOauTENb
®BI'Y «HMWIL| peTtckorn remaTonorum, OHKoNnorum
1 UMMYHOMNOTMN UMeHn OmuTpus Poradesa»
Mwunsgpasa Poccum, Mocksa

-
MNaBen
3 AnekcaHapoBuy
X XKAPKOB

[.M.H., pykoBoauTesb OTAENa remocrasa

®BIrY «HMWL| petckoit remaTonorumn, oOHKomornm
1 UMMyHOJOrK UMeHn Omutpua Poravesa»
MwuHsppasa Poccun, Mocksa

Anpipet BnaguMuposud MasypyH poauica
6 okTAGPs 1923 roxa B . OpexoBo-3yeBo
MocKoBcKol rydoepuuu. Ero orerr, Biagu-
mup AHzpeeBud MasypuH (1888-1945),
Jio 1924 roga paboTas ToKapeM U OFHOBpe-
MeHHO Y4WICA Ha pabouyeM (akyiabTeTe
MOCKOBCKOTO MHCTUATYTa MHKEHEPOB ITyTel
coobmIeHns. 3aTeM IIOCTYIIUI Ha PaKy/IbTeT
MeXaHUKHA MOCKOBCKOI'O BBICIIIETO TeXHUYe-
CKOTO YYMJIMINA, KOTOPBIM OKOHYMI
B 1930 roxy. B 1931 roxy Biagumup Aszipe-
eBUY MasyprH B Ka4ecCTBe IIPeCTaBUTeILA
«AmTopra» 6bpU1 KoMaHAUpoBaH B CIIIA, tie
IIpOIIeJT CTAKUPOBKY Ha aBTOMOGHIBHBIX
Y aBHAIPOMBINIIEHHBIX 3aBofax [eHpu
®opaa. ITocne Bo3BpameHua B CoBeTCKUN
Co103 B.A. MasypuH paboTay HHXeHEePOM
Ha pasJIMYHbIX 3aBOAAX CTPAHBL.

Marte, Hapexpa AxoBieBHa MasypuHa
(ypoxpenHas Kosmnosa) (1892-1967), ponu-
JIach B KPeCcTbSHCKOU ceMbe B ceie ['ychb-
3aBog, (HpIHe — Iycp-KenesHsili) Bragu-
MUPCKOU rybepHuu. [Tocie cMepTy oTIia
BMeCTe C ceMbel OHa Iepeexaa B ceno Kpy-
TOe, 3aTeM CTaBIllee 4acTbio OpexoBa-3yeBa.
B 1916 roxy Hagexxna fkoByieBHa C 30JI0TOM
MeJanbio OKOHIIIA OpexoBo-3yeBCKYIO YacT-
HYIO >KeHCKYIo TUMHasuio beiraBruHa U1 nomy-
quia CBUAETEIbCTBO AOMAITHEN HACTAB-
HULEBL 3ateM 10 1918 roga oHa y4ywiach
Ha MaTeMaTU4eCKOM OTAesieHUU MOCKOB-
CKUX BBICIINX X€HCKUX KypcoB. [Ipume-
YaTeJIbHO, YTO MMEHHO Ha 3THX Kypcax
BIIOCJIEZICTBUY OBLIO OPTAHU30BAHO MeU-
IMUHCKOe OTAeJIeHue, U3 KOTOPOro BBIPOC
2-11 MOCKOBCKUY METUITUHCKUM UHCTUTYT,
e 3aTeM yJIwiIcAd U pabotat A.B. MasypuH.
Jo nencuu Hagexza fKkoBieBHa IIperoaa-
Basa B mKosax OpexoBa-3yeBa.

C 1930 roma AHzApeil MasypuH y4duics
B mKosie N2 1 1. OpexoBo-3yeBO, KOTOPYIO
OKOHYWI C OTVIMYMEM B CaMblIii KaHyH Bemnu-
Koii OTeuyeCcTBeHHON BOWHBI — 19 HIOHA
1941 roga. ITocae Havyasia BOMHBI OH ObLI
npusBaH B KpacHyio Apmuio 1 HallpaBieH
Ha yueOy B BOeHHO-MeIUIIMHCKYIO aKaje-

mumo (BMA) umenu C.M. Kupoga B JleHUH-
rpaz. Bmecrte c akazeMueil Auzipeit Bia-
JUMHUPOBUY 3aIMUINAI TOPOJ, B TsDKeJIoe
BpeMs OJIOKAafbl, 32 YTO ObUI HATPAXKAEH
MeZTBIO «3a 060poHY JIeHUHTpajay. B oKTs-
6pe 1942 roga BMA 6buIa sBaKyHpOBaHa
B Camapkasy, rae A.B. MasypyH OKOHYWI
TIePBBIH KypC, a ITOCIE 3TOTO B CBA3M C peop-
TaHM3aIMel y1eGHOTo 3aBeleHUs ObLT Iepe-
BeJleH B XapbKOBCKOEe BOEHHO-MeIUIIITHCKOe
VIWInIe, KOTOPOe TOXKe HaXOAYIOCH B 9Ba-
Kyanuu — B Amxa0age.

Yunmuie Auzipet BraayMupoByud OKOHYT
C OTJIMYMEeM B HIoHe 1943 roma U OBLI
HaIIpaBJIeH JJIA IIPOXOXJEeHUA CIIYKOBI
B 19-¥1 rBapAeiCKUY TIOJIK 8-¥1 rBap/ie ICKOM
BoeBoro KpacHoro 3HaMeHU CTPeIKOBOM
JUBU3UY UMeHU reHepai-Mariopa I.B. I1au-
(ryoBa B KayecTBe CTapIiero BOEHHOTO
(denpamepa. BoeBasr Ha CeBepo-3ammagHoM
(dponTe. 3aTeM, I0CJIe OpraHU3aly HOBOM
325-11 KpacHo3HaMeHHO JIBUHCKOM cTpet-
KOBOI JUBU3WU, ObUT Ha3HAYeH KOMaHAY-
POM MeINKO-CAHUTAPHOT'O B3BOJa I1e€XOT-
HOTO0 6aTaTboHA 117-T0 CTPEIKOBOTO ITOJIKA,
B COCTaBe KOTOPOTO CIIY>KIJI 10 OKOHYaHUA
Benukoit OTeueCcTBeHHOM BOMHBL. 32 00pas-
1I0BOE BBHITIOJIHEeHUE 33ZlaHNN KOMaHZ0Ba-
HUA IBapJUU CTapIINY IeiTeHaHT MeU-
OVHCKON CJIy»KObI Ma3ypuH HarpaxkaeH
Menanbio «3a oTBary» (1944), opgeHamu
«KpacHo¥ 3Be3zabIl» (1944) u «OTeyecTBeH-
HoU BouHGEI Il crenmeHn» (1945), Meganamu
«3a B3aTHe KeHnrcGepra» u «3a mobeny Haz,
(ammcrckoii [lepmaHueid» (1945).

OT CTYAEHTA A0 YJIEH-KOPPA

IMocte geMoOWIN3any BeCHO! 1946 roma
A.B.MasypuH NOCTYyIIWI Ha BTOPOU KypC
TIeIUATPUIECKOTO (aKy/sTeTa 2-T0 MOCKOB-
CKOI'0 T'OCYAAPCTBEHHOIO MELUIIMHCKOIO
uHCcTHTyTa MMeHu 1.B. CramiHa (B 1966 rogy
IleperMeHOBaHHOIO BO 2-i1 MOJITMU umeHnu
H..TTuporosa). C 3TUM UHCTUTYTOM AHZApen
BiraguMIpoBIY U CBS3a7I CBOIO JATbHEUIITYI0
’KU3Hb. 3[1eCh OH PaboTasI ¥ BCTPETII CBOIO
J1060Bs — Miofly IBaHOBHY MapTBIHOBY
(1925-2002), ¢ KOTOPOI BCTYIWI B Opak
19 deBpana 1949 roga. [Tocie okOHYaHUA
By3a A.B.MasypuH IpojonKIwI o6ydeHue
B aCIMpaHType Ha Kadezpe IpoIeleBTUKU
JeTCKIX 60sIe3Hel 110J;, pyKOBOACTBOM IIPO-
(eccopa Bukropa AnekceeBuda BiacoBa
(1886-1970). ITociie OKOHYaHUA acUpaH-
TYPbI U 3aIlUThI KAHAWAATCKOM JUCCePTaLN
Ha TeMy «K BOIIpOCy 0 3Ha4eHUY OIpezee-
HUA IPOTPOMOMHA B KPOBU B KJIIMHIIKE JITH-
JIleMITJecKOTo reraruTa (6oesHy borkuiHa)
y ZeTel» B 1953 roxy AHzpei BragumupoBud
ObUI M36paH acCCHCTEHTOM, a depe3 6 JeT —
JIOTIeHTOM Kaderphl.

B 1960-1961 romax A.B. MasypuH paboTan
BO BheTHaMe COBeTHUKOM MUHUCTPa 3[pa-
BOOXpaHeHW, 3aHUMasACh BMecTe C YKeHON
opraHusanuei 3Z[paBOOXpaHeHUsd dTOU
pecryomuky. CyIIpyry TAK)Ke BeJIr OOJIBIIYI0
JIleqeOHyI0 paboTy U MPEeIoAABAINA B XaHOMH-
CKOM MeJMIIMHCKOM WHCTUTyTe. B aTOT
Tiepuo, KpoMe psjia cTaTeld, IOCBAIIEHHBIX
BOIIPOCAaM OPTraHU3allvy 3PaBOOXPaHeHNA
BbeTHaMa, AOKTOPOM MasypuUHBIM ObLI

HAITMCaH yYeOHUK «JIeKITNH 110 ITeTUaTPUL»
B JIBYX TOMaX, U3JaHHBIN B 1961-1962 rofax.
3a ycriexul, JOCTUTHYTbIE Ha 3TOM y4acTKe
pa6oTel, AHApel BraguMUpOBUY OBbLI
HarpakJieH IIpaBUTEJIbCTBOM BreTHama
opreHoM «[epoii Tpyza» 1 MeNaIbio JIpyKObIL.
Marepuayibl, HaKOIJIEHHbIe BO BpeMs:d
paboTsI BO BheTHAMe, CTAJIT OCHOBOI MOHO-
rpaduu «CTonOHAK y Aeteil» (1964), Hamy-
ca”HO A.B. Ma3ypUHBIM C COBM@CTHO C JIOK-
TopoM Hryen ®yk Hru,— nepsoii B CCCP,
MIOCBAIIEHHO 3TOMY 3abosieBaHuio. Takke
no pesynbTaTaM Ioe3gku A.B. Masypun
IOATOTOBWI IIaBLI «CTOIOHAKY, «<AMe6ra3
y JeTei» U «JIuxopajgka JleHre» B PyKOBOZ:-
CTBO IIO NIeJAATPUH U IVIaBy B PYKOBOZCTBO
110 MHGEKITMOHHBIM 3a00IeBaHIAM Y JAeTel.

B 1967 rogy A.B. MasypuH 3aiiyTiiI JOKTOD-
CKYIO IMCCePTALHIO Ha TeMy «poMOOIHTO-
TeHUYecKas mypiypa (6ose3Hs Bepibroga)
y AeTeli» M1 GbUT N30paH 3aBeylouM Kades-
PO IpOIeIeBTUKYU e TCKUX OOJIe3HeH 2-To
MOJITMU nmenu H.M. ITuporosa, KOTOpy1o
BO3IIABJIAI 0 1989 roma. 3aTeM paboTan
B JODKHOCTU npodeccopa kadenpsl,
a B 1999 rozy 6bLT M30paH ITOYETHHIM 3aBe-
JAyIoIyM Kadeapoii.

HAYYHAA PABOTA
HayuHo-uccienoBarenbckas pabora A.B. Ma-
3ypUHA ObLTA TOCBSIIEHA PALY aKTYaIbHbBIX
mpo6yem meauarpun. OH aBTOp 335 Hayy-
HBIX paboT, TpPeX aBTOPCKUX CBUJIETEIHCTB
(1983, 1988, 1999). ITox ero pyKOBOACTBOM
U HayYHBIM KOHCYJIbTUPOBAaHUEM 3aIlu-
meHbl 20 JOKTOPCKUX U 73 KaHAUIATCKUX
JyccepTanuu. B rogpl paboThI OZ PYKOBOZA-
cTBOM B.A. BitacoBa OCHOBHasA 4acCTh HUCCIIe-
JIoBaHu A.B. MasypuHa Kacajach KINHU-
YeCKHUX 0COOeHHOCTeH TedeHUA O60Ie3HU
boTkuHa U QYHKUIMOHAJIBHBIX METOLOB
UCCIeJOBAHUA [IeYeHU Y AeTel Ipu 3To’
narosnoruy. Kak oTMeyuasnocs Bblille, Ha aH-
Hy!o TeMy A.B. Ma3ypuH Hanvcan KaHAuAAaT-
CKYIO UCCEePTALUIO, Ifie OBUIHM AETATbLHO
U3y4eHbl HadYaJbHble IIPOABJIeHUA dIINAe-
MUYeCKOro reraTuTa y feTe, YTo 3HaYUu-
TEJIBHO YJIy4IIIO CBOEBPEMEHHYIO MarHo-
CTUKY 3TOTO TXKeJOoro 3aboieBaHUA.
Pe3ynbTaThl MHOTOJIETHUX MCCIIEJOBAHUN
reMopparuyecKyx JUaTe30B JIeIIU B OCHOBY
JOKTOPCKOM auccepranuu A.B. Masypuna
«TpoMbonuTOoNIeHNYeCcKasa OypIypa
(6oe3ns Bepibroga) y feteit» (1967), 3atem
VM ObUIA HaIlMCaHa MOHOTpadUs Ha Ty e
Temy (1971). BageHue repeJoBLIMU JKCITe-
PUMEHTAIbHBIMUA METOAMKAMM I103BOJIMIO
A.B. MasypuHy INpOBeCTU CJIOXKHYIO,
HO OYeHb MHTepPeCHYI0 HayIHYyI0 paboTy
110 U3YYE€HUIO BJIUAHUA PAANOAKTUBHBIX
HM30TOIIOB Ha PACTyIIUI OPraHU3M.

B 1967 rony kadenpa nIponeneBTUKU JeT-
ckux Oosesneit 2-ro MOJITMU, kotopast
JI0 3TOrO pacmosaraiach B JleTCKoi ropos-
CKOI KIMHUYecKol 6onpHUIe (JTKB) N° 13
uMmenu H.®. dunarosa u B ctreHax HUN
nejuaTpyuu Ha JIOMOHOCOBCKOM IIPOCIIeK-
Te, mepeexana B JIIKB N° 3 B M3maitnose.
[NMouyTy Ha mosBeKa (c 1967 o 2015 rox) fet-
ckas 6ompHUA N2 3 (Brioctenctsuu Vismaii-
soBckast [JIKB) crana KIMHUYeCKOH 6a30i

Kadeprl, ee pOAHBIM JJOMOM, a KOJUIEKTUB
KJIMHUKYA — H00paTUMOM KadeApaTbHOTO
koiwtekTuBa. B Mismaiinosckoii ITKB kades-
pa 1oz, pyKoBoAcTBOM AHApes Biragumu-
poBHYa paboTajia COBMECTHO C TAIAHTIIU-
BBIMU OPTaHU3aTOPAMU JIETCKOTO 3/IpaBo-
OXpaHeHUs — IVIaBHBIMU BpadyaMU K.M.H.
B.B. [l puHBIM (PYKOBOIWI GOBHUIIEH
B 1965-1985 romax) u k.M.H. B.1. Cagos-
HUKOBBIM (BO3IVIABJIAI KIMHUKY B 1985—
1998 rozmax).

Iox, pyxkoBogcTBOM A.B. MasypuHa u mpu
ero aKTMBHOM y4aCTUY Ha HOBOU KJIMHIYe-
CKOM 6a3e OBLIO IPOJOIKEHO U3ydUeHUe
TNaTOJOTUU MeYeHU U reMOpparu4ecKux
3abos1eBaHU, TeMOGIINY Y HeUTPOITeHUH!
y IleTeli, a TaK)XXe BeJIUCh UCCIeNOBaHUA
TaTOJIOTUM CepAla y AeTel U POIU ajuiep-
T'MU B [IaTOreHe3e 3a0oseBanwil. [1o pesyis-
TaTtaM paboThI GbUTH OIMyOJIUKOBAHBI MOHO-
rpadum «3HaueHUe ajIepruu B reHese
U TeYeHUU reMOpparudyecKux IuaTe3oB
y Zetei» (1969), «IeMopparuyeckue gua-
Te3b» (1975), «<bosie3HU ITeYeH! U KeT4eBbI-
BOJAIIMX IyTel y AeTeii» (1981); paszmeibl
«CoCcTossHMe CepAeYHO-COCYAUCTOM CUCTeMBbI
pu 60JIE3HIX KPOBM» U «OIIYXOJIU CepIay
B «PyKoBOZICTBe 110 KapUOJIOTMU 1€ TCKOTO
BO3pacTar (1969); «CIIpaBOYHUK I10 AETCKON
JueTeTHKe» (1977).

AKTHUBHO 3aHUMAasACh BOIIPOCAMU JEeTCKOU
reMarosioruy, A.B. MasypuH MHUIIMUPOBAJI
co3manue Ha 6ase [ITKB N2 3 JleTCKOTO reMa-
TOJIOTUYECKOTO IleHTpa (1978), B KOTOpOM
eXXeroJHO PerucTpupoBaIoCh Ooiee
8 ThICAY obOpameHuii. B HeM 10 cux mmop
(HO yx)e Ha 6aze Mopozosckoit [JI'KB)
HaOJIIONAIOTC U JIeYaTCd AETU C 3a00i1eBa-
HUAMH KpoBuU. C 1967 o 1989 rog, 3aBezo-
BaJI Kadepoll IpomneeBTUKU AeTCKUX
OoJe3Hel ImeauaTpuIecKoro GpakyabTeTa
2-ro MOJITMU umenu H.U.IIuporosa.
B 1991 rogy A.B. Ma3ypuH He TOJIBKO MOJ-
Jep:xai cosganue HUU neTckoii remaTosno-
ruu (HprHe OI'BY «HMULI neTcKoi reMarto-
JIOTUU, OHKOJIOTUY 1 UMMYHOJIOTYY UME€HU
Jmutpus PorayeBar), HO U BO3IVIABWII OTAEN
PacCTpOMCTB reMoCTa3a y eTeil, OpraHu3o0-
BaB KJIMHUYECKYIO ¥ JIAOOPATOPHYIO CIIyKOY
reMocTasa B yUpeX/eHUH, B KOTOPOM IIpo-
pa6oran B TedeHue 10 yiet (1991-2001)

A.B.MasypuH ABJI€TCS OCHOBOIIOJIOKHU-
KOM OTe4eCTBeHHOMU IIKOJIBbI IETCKOM TaCTpo-
aHTeposoruy. ITo ero MHUITMATIBe Ha 6ase
3-i1 ITKB B 1971 roxmy GLUTO CO3AAHO ITepBOe
JIleTCKOe IraCTPO3HTEPOIOTUIeCKoe OTAeIe-
HUe Ha 66 KoeK U B 1975 rogy — MoOCKOB-
CKUM FOPOJCKOM TaCTPOIHTEPOIOTMTYeCKUI
¥ 9HAOCKOIIMYeCKUH IIeHTpbl. VIcKiIoun-
TeJIbHOE TUArHOCTUYeCKOe 3HaYeH1e NMeJIO
BHeJ[peHUE B KJIWHUYECKYIO IIPAKTUKY
HOBBIX METOJOB UCCIENOBAHMsA, TAKUX KaK
330(aroracTpoAyo/ileHOCKOI s, IUTaHOMep-
HOe HCIo/Ib30BaHMe kKoTopoii B JITKB N¢ 3
Ha4yaJxoch ¢ 1973-1974 rogos. biaropapsa
HOBBIM JHMArHOCTUYECKUM IIOAXOAAM
y IeTell ObUIA BEIABIEHA BBICOKAA YaCTOTA
MOp(PODYHKIMOHATBHBIX UBMeHeHUH racT-
PORyOReHATBHOM 30HbI TUITeBaPUTETHHOTO
Oxonuanue Ha cmp. 12
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MMMmyHOTepanus oCcTpbIX IEUKO30B
B KOHTEKCTe TpaHCMaHTaLum
reMono3TU4eCKUX CTBOJIOBbIX KJ1E€TOK

Oxonuanue, Hauano Ha cmp. 10

N-areTwI-raMMa-KamxeaMuiiHoM. [pera-
part a¢pdexruseH mpu B-OJII, HeCcylux aHTU-
reH CD22, IIUPOKO 5KCIIPeCCUPYIOMMIICA
Ha GJIACTHBIX KJIETKAX U OBICTPO MHTEPHATH-
3yIOITUICA IIpU CBA3bIBaHUM AT, UTO femaer
€r0 OIMYHON MUIIEHBIO I IMMyHOTapreT-
HOU Teparnuu. KoHbIoraT «aHTUTe10 — JieKap-
CTBEHHOEe CPeJICTBO» OBICTPO IOCTYIIAeT
B KJIETKY, IpHAYeM IToUIeAyolee BHyTPUKIIe-
TOYHOE BBICBOOOKIeHIE HEKOHBIOTHPOBAH-
HOTO KaIMXeaMUILIMHA IIPUBOAUT K aIlOIITO3y
TIOCPEJICTBOM €TI0 CBA3BIBAHUA U PacIleIie-
HUA AByx1ienodevHbix JHK.

Ipenmyiectso MHO B TOM, 4TO ero addek-
TUBHOCTb HE 3aBUCHT OT KJIETOYHOIO ITUKJIA
¥ He 00J1a/IaeT MOTEeHINAIOM IITTOTOKCITIHO-
CTH 10 OTHOILIEHMUIO K ObICTPO Iponudepu-
pyomum KieTkaM. [IoMHMO XOopoimmx
Pe3y/IbTaToB B JOCTYKEHUN PEMUCCHM, IIPU-
MeHeHMe MHO coNpsKeHO C pasBUTHEM PAAA
TKENIBIX OCJIOXKHEHUN B BHIe JIeKapCTBeH-
HOTO IIOBPEKJIEeHUA Ne4eHU U Pa3BUTHUA

CHHZIpDOMA CUHYCOUAAIBLHON OOCTPYKIIHM.
YuuTbIBasA OTCyTCTBUE 3KcIpeccuu CD22
B relIaToIUTaX, GbUIO BHICKA3aHO IIPETIONO-
>KeHMe, YTO IIOBPEXKIeHMe IIeYeHU SBJIAeTCA
BTOPUYHBIM I10 OTHOIIEHUIO K YIAJI€HUIO
MeTabOJINTOB KAJIMXeaMHUIIMHA IellaToIV-
TaMU ¥ IOUIeAYIONIel SKCKPeLH C KeTYblo,
YTO MOXKET ITOABEPIHYTH KJIETKU II€4€HH TOK-
CUYEeCKOMY ITOPAKEHUIO.

Boitee Toro, mommomeHye KaIuxeaMUITHA
SH/IOTEINATHHBIMU KJIETKaMI MOXKET OIIpe-
JIeJIAITh KIETOYHYI0 TOKCUYHOCTD, CBA3aH-
HYyIO C arperanyei TPOMOOIIUTOB B CUHYCO-
UaxX IeYeHU, BI3bIBAS UX OOCTPYKIIUIO.
OnHAaKO ceif9ac eCTh MpeIaparsl € J0Ka3aH-
HOU 3¢ (PeKTUBHOCTHIO B IIPOPUIAKTUKE
Y JIeYeHU Y SH/IOTETUATBHBIX OCIOXKHEHUH
nipu ucnonb3oBanuu UHO. Tak, 11t 60psObI
C 9HJOTEJNAIBHBIMU IOBPEXJeHUAMU
B MHUPOBOM IPaKTUKe IIMPOKO UCIIOJb-
3YIOTCS IIPeIapaThl yPCoAe30KCUXOIeBOM
KUCIOTHI U gedubporuzn. Hecmorps

Ha JIOCTaTOYHO GOJIBIIION OIBIT IPUMeHe-
HuA npemnaparta MHO y B3poCIbIX, CBeIeHUN
0 ero 6e30macHOCTU U 3(PHEeKTUBHOCTHU
B IIeAUaTpPUYECKOM MpaKTUKe HemoCTa-
TOYHO. HakoIUleHUe onbITa IPUMeHeHUA
JIaHHOTO IIpeliapara, B TOM YucjIe I Ipo-
THO3UPOBAHUA U JIeUeHU TOKCUUECKUX
OCJIO’KHEHUH, TI03BOJIUT YIYYIIUTh Pe3yJlb-
TaThl Tepanuu B-xkirerounoro OJUJI y feTeit.
Pemenuie o npumenenuu MIHO B KadecTBe
OPUIK-Tepanuu JODKHO OBITH OCHOBAHO
Ha CTPOTO UHAVBUYATbHBIX ITIOKa3aHUAX.

COBCTBEHHbIN ONbIT

C AaHBapd 2021 110 BTOpoii kBapTai 2023 rofa
B HUM OOul' HMUIL] oHKoO/JIOTUU UMEHU
H.H. Broxuna 53 nmeguaTpuyecKuM Ianu-
eHTaM C OCTPBIMU JIeliKo3aMu u3 B-kire-
TOK npoBogmiack aywto-ITCK. Ilpu saTom
13 6onbHBIX ITepes, atartoM TICK nponutn
MMMYHOTePAIUIO: IeBATh AeTel OIyIIn
oT 1 10 2 KypcoB Ipenaparta 61iHaTyMoMa0,
aBoe — MHO, eme fByM ITaliieHTaM IIPO-
BeJleHbI IT0CJIe/IOBaTeIbHbIe KypChl 060X
YKasaHHBIX IIpenapaToB. Bce manueHTsI
pocturnu MOB-HeraTuBHOIO cTaTyca nepef,
TI'CK. Y 4eTbIpex 60JIbHBIX Pa3BWINCH TOK-
CU4YeCcKre OCJIOKHeHUA Mocjie UMMYHO-
Tepanuu: Y OHOTO — HeBPOJIOTuYecKas

CUMIITOMATHKA IIPU IIEPBOM Kypce OJIu-
HaTyMoMaba; y Tpex — CUHAPOM CUHYCO-
UIATLHON OO6CTPYKITUY. [IJIs1 €ro JIede U
IIPUMEHAINCh BbICOKHE J03bl YPCOZEe30K-
CUXO0JIEBOM KUCIOTHI U AePUOPOTHL B 103€
25 MI[KT B CyTKH Ha IIPOTsDKeHnU 14-21 gHsA.
JKuBbI 6e3 MPU3HAKOB PeluANBa Ha TeKY-
I MOMEHT BOCeMb ITallieHTOB. YeT-
BEepO MOTHO/IN HA MO3JHUX CPOKAX ITOCTIEe
TI'CK: gBoe mu3-3a penuzusa OJUJI u eme
JIBOe — B CBA3U C UHQEKINIOHHBIMU OCJIOXK-
HEeHUSAMU.

Takum 06pa3oM, u3ydeHue JeHKo30reHe3a
HAa IMMYHOOHMOJIOTTYeCKOM YPOBHE TI03BO-
JINJIO OIIpeZieIUTh BayKHbIe TepaleBTruye-
CKMe MUIIIeHHU JJIA NeHCTBY HOBOIO Kjacca
JIeKapCTBeHHBIX IperntapaTtoB — bcAT. OHn
JIJIV BO3MOKHOCTB IToiyduTh MOB-HeraTus-
HBIA CTaTyC y OOJNIBHBIX, Y KOTOPBIX CTaH-
JlapTHas (B TOM YMCJIe BBICOKOMHTeHCHBHAA)
XUMHUOTepanusa 6buia HedhPeKTUBHOM!.
JlOIIOTHUTE T HBIM ITPENMYIIIECTBOM OJIMHA-
TymoMaba u HO sBJIAeTCA IpUeMIeMbIi
IpoGWIb TOKCHYHOCTY. 3apyOeKHbIe U OTe-
YeCcTBeHHbIe TaHHbIe 00 3G PeKTUBHOCTU
BCAT cBUZIETETLCTBYIOT O GOJIBINNX TepAIleB-
TUYeCKNX BO3MOKHOCTAX 9TUX NHHOBALU-
OHHBIX ITPenapaToB. @

[TAMATHDBIE OATDI

AHnppeu BnagpummpoBuy MasypuH:
«CnewnTe genaTtb goopo!»
K 100-neTunio co aHA poXaeHusd

Oxonuaue, Hauano Ha cmp. 11

TpakTa (6osee 70 % BceX HeMH(EKIMOHHBIX
3a00JIeBaHUII OPTAaHOB NUIIEBAPEHUsA), YTO
IIPUBEJIO K IePeOCMBICIEHUIO CTPYKTYPHBI
GoJie3Hel OPraHOB MUINEBAPEHUs Y IeTel.
Takyke Garozaps 3TUM HCCIEJOBAHUAM
B HOMEHKJIATypy LeTCKUX TaCTPO3HTEPOJIO-
TUYECKUX 3a00/I€BaHUM OBLTH BKIIIOYEHbI
TacTPUT, TACTPOAYOAEHUT U A3BEHHAasd
60JIe3Hb, KOTOPbIE CIYUTAIUCH JO ITOTO
KpaliHe peJKMU B IeTCKOM BO3pacTe.

Hay4nble nccienoBaHuA, IPOBeileHHbIe KO-
JIEKTUBOM KadeApsl MOA PYKOBOLCTBOM
A.B.MasypurHa, HallUIU OTPOKeHKE BO MHO-
JKeCTBe IVCCepPTAIMOHHBIX PaboT U B UITOTe
TIpUBEJIU K IIOATOTOBKE U U3IAHUIO OCHOBO-
TOJIaraInux TPyZoB «bojiesHN OpraHoB
numeBapeHu: y AeTeil. PykoBoacTBO A
Bpaueii» (1984) u «<MeTeoIaToNIOINA y ieTeii»
(1990). BputH pa3paboTaHbl KPUTEPUHU THA-
THOCTUKM U IIepPBble CTAaHJAPTHI JICYeHU
JIeTCKUX TaCTPOIHTEPOJIOTNYECKIX 3a601eBa-
HUH, oIIpeJie/ieHbl IepCleKTUBLI JaTbHel-
IIero U3y4eHuA IpobiieM 3TOro Halpasiie-
HUA IIeUaTPUN.

B 1986 roxy 3a pa3paboTKy U BHeIpeHUe
B ITeIUaTPUYECKYIO ITPAKTUKY SHAOCKOITITYe-
CKHUX METOZAOB HCCIeOBaHUA y JeTel
A.B.MasypuHy 6bUIa IpUCy:KaeHa Tocymap-
CTBeHHas IIpeMUIs B 00JIaCTY HayKUL. B ToM ke
rofly Ha 55-if ceccuy 061Iero coopaHus AKa-
memuu MeguiuHckux Hayk CCCP Axpzpeit
BragumupoBud MasypuH ObLT M36paH

YJIE€HOM-KOPPECIOHJAeHTOM aKaJeMUuU,
a B 1987 romy — HarpaxzeH OpAeHOM «3HaK
Imo4yeTanr.

BO INABE KA®E[PbI

Emre Tpyzsck Ha Kadenpe 10J, PyKOBOACTBOM
npocdeccopa B.A. Bracosa, Aunpeit Bragumu-
POBUY IPHOOPeJT 3HAYUTEIHHBIH OIIBIT Iefia-
TOTMYeCKOM ¥ MEeTOTUIEeCKOM paboThl. Bme-
CTe C COTPYAHUKaMU Kadelpbl OH y4aCTBOBAI
B pa3paboTKe yueOHO-MEeTOIYeCKUX II0CO-
Ouit ¥ pabovMX IPOrpaMM OOyJIeHNs CTyieH-
TOB MeIULIMHCKUX By30B. Kak npezcenarens
KOMMCCHHY IIPY METOIUIeCKOM KabuHeTe
MuHucrepcra 3apaBooxpaHeHus CCCP
AHppell BlaguMUpOBUY Besl aKTUBHYIO
PaboTy 110 COBEPIIEHCTBOBAHUIO IIPEIIO/iaBa-
HUA Ha IeTUaTpUIeCcKUX QaKyIbTeTax Meiy-
LIIMHCKUX UHCTUTYTOB CTPaHbL.

BosrnaBus kadeznpy, A.B. MasypuH npogos-
>KIJI COBepPIIeHCTBOBaHUe IIpeNofaBaHuA
JUCIUIUINHBI «IIPOIlefeBTUKA JeTCKUX
6ose3Heli». ITof ero pyKOBOJCTBOM GbUIH
pa3paGoTaHbl IPOrPAMMEI 110 JUCIUILIN-
HaM «IIPOIeZeBTUKA JIeTCKUX Ooyie3HeH»
(1971) u «o061THiA yXO7 3a pe6eHKOM» (1986),
110 TIPOU3BOJCTBEHHOMN IIPAKTUKE JJIA CTY-
JeHTOB IefuaTpuiecKux (aKyJabTeTOB
CTPAHBI, IIOATOTOBJIEHBI 12 y4eGHBIX II0CO-
611 10 METOAVIKE MCCIIEOBAaHUA U ITUTA-
HUIO JeTell. COBMeCcTHO ¢ IpodeccopoM
.M. BOopOHII0BbIM HaINKCaH yueOHUK «I1po-
MeIeBTUKA JIETCKUX OoJe3Her» (1986, 1999,
2009); B coaBTOpCTBE C A.M. 3anpyTHOBBIM

u K.W. I'puropbeBbIM — yueGHUK «OOIuit
yXo[, 3a ieTbMM» (1989, 1994, 1998).

TanaHTAUBBIA IIefaror W HacTaBHUK,
Annpeti Bragumupod MasyprH B3pacTIT
IUIeAy 3aMedaTeIbHbIX JeTCKUX Bpadel,
KOTOpBbIe IIPOCIABJLUIA OTe4eCTBEHHOE 37pa-
BOOXpaHeHUe paHee U CJIABHO TPYAATCA
B HacTofAllee BpeMA Ha Oyiaro PoguHBEL.
Cpemy HUX — JOKTOpa MEeAULIMHCKUX HAayK
B.A. AreiikuH, K.J1. Tpuropses, A.M. 3amnpya-
HOB, 1.I.MuxeeBa, A.b. Moucees, C.C.Iloct-
HUKOB, A.B. CadoHoB, B.A. ®rmnH, AU XaB-
kuH, JL.H.IIBeTtkoBa, ILJI.Ilep6akos,
JL.H. AxyHVHa U [Ip.; KAaHOUAATHI MEIULIH-
ckux Hayk E.C. Antetosa, E.E. BapTarneTosa,
T.I. Bepemaruna, C.C.TanmaeBa, B.B. Epemees,
W.B. Kazauckwuii, O.b. Konb6e, JLE. JlapuHa,
JLB. OctpoBckasd, T.I. Il1axyra, B.C. CanMoBa,
C.I. CemuH, AL ConoBbeBa, B.H. Ciupuzo-
HOBa, PM. llakupsanosa, [I.M. lIBeTKOB,
VL.H. LlpimM6an u fip.

B 1991 roxy A.B. Ma3ypuH 1 ero y4eHUKU
JL.H. Axynuna u T.I. [ltaxyta cTanu opraiu-
3aTOpaM¥ KJIMHUKO-TA00PATOPHOM CITyKObI
reMocTasa U KIMHUKUA HACIe[CTBeHHbIX
koarynonatuit HUY neTckoil reMaToIoruu
(uprHE — OI'BY «<HMMUL] neTckoit reMaToso-
TUM, OHKOJIOTUY U MUMMYHOJIOTMU UMeHU
Jmutpusa PorageBa»). OH ocTaBajics C HAMUA
JI0 KOHIIA >KM3HH, B TedeHe OUIeAYIOIIX
10 JieT, B3paCcTUB YYEHUKOB, CYMEBIINX
€0371aTh pedepeHC-CIIyKOy reMoCTa3a U 3KC-
TIePTHYIO CIyKO0y KOaryJIOIaTUil B CTPaHe.

A.B.MazypuH BeJt GOJBIIIYI0 OGIIeCTBEHHYIO
paborty, 66U1 femyTaTtoM CoBeTa JIeIyTaToB
TPyAAImXcsa JIeHMHCKOTO paiioHa MOCKBBI,
rpeficenaTeseM MeTONUIeCKOW KOMUCCUY
U WIEHOM KOMUTeTa I10 HOBOW MeAUIVH-
CKOM TeXHUKe IIpU MUHNCTePCTBe 3APaBo-

oxpanenusa CCCP. I[Tpodeccop A.B. Mazypun
OBUI ITOYETHBIM 4JIeHOM BonuBHUIICKOTO
u Bosrapckoro o6IIecTB JeTCKUX Bpadei,
yieHoM Helo-VIOpKCKolt akajleMuy Hayk,
3aMecTuTeJIeM U IIpejcesaTesieM IIpaBJle-
HUU BcecolosHoro u Bcepoccuiickoro
00IIecTB AeTCKUX Bpadell, 3aMeCcTUTeIeM
IJIaBHOTO peJlaKTopa »KypHaia «Bompockl
MAaTepUHCTBA U JAEeTCTBA», WIEHOM PeIKOJ-
Jleruy XKypHaia «IlefyuaTpuisay, MHOTHE TOIbI
ABJIUICA 6eCCMeHHBIM IIpeficesiaTereM Bee-
POCCHUMCKON HPOOIeMHON KOMUCCHUU
TI0 IeTCKOU racTPOSHTEPOJIOTHH.

B mamaTe o npodeccope A.B. Masypune
B ®TAOY BO «PoccuiicKUM HaIlMOHAIbHBIN
HCCIelOBaTeNIbCKUN MeIUITMHCKUM yHU-
BepcuteT umMenu H.M. [Iuporosa» pery-
JIApHO NIPOBOAATCA Beepoccuiickad HayIHO-
IpakTUdecKasd KOHPepeHIIUA MOJIOABIX
y4eHbIX UMeHHM PomaHa OcunoBuya JlyHiia
u AHApesa Biaagumuposndya MasypunHa
«JIyH1I-MasypuUHCKUe yTeHUA» U Bcepoccuii-
CKasl Hay4YHO-TIpaKTU4ecKasd CTyLeH4ecKasa
KoH(pepeHITIUA «<Ma3ypruHCKYe YTeHU».

B rog 115-tetua PHUMY numenu H.U. ITupo-
roBa u 90-ieTuA KadeApsl IPOIeeBTUKU
JIeTCKIX O0s1e3Hel 3a BhIAIONec 3aC/IyTH
nepes OTe4eCTBeHHBIM Y CTOJIMYHBIM 3/pa-
BOOXPaHEeHMEeM II0CTaHOBJIIEHUEM IIPaBU-
TeJibcTBAa MoCKBEI OoT 1 uioHsa 2021 rozma
Ne 730-I1I1 rwiommaau B CTOIHIEe, 0Opa3oBaH-
HOU nepeceuyeHueM bonbmioro KymaBeH-
CKOTo mpoesza, 15-it ITapkoBON yIUIIBI
U V13MalVIOBCKOTO IIPOCIIEKTa, IIPUCBOECHO
umA AHzpesa BiaguMmupoBuya MasypuHa.

[JaMATH O BEJIMKOJIEITHOM JeTCKOM Bpaue,
HaCTaBHMKe U HalleM Yuyuresie — AHJpee
BragumupoBude MasypuHe — XUBeT
¥ Bceryia OyZieT )KUTh B HAITIMX cepArax! (D

CTIELVAAN3/POBAHHASI TASETA
ANSITIEAVIATPOB
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