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YBaxkaeMble KoJuieru!

VIMMyHOTepanus B Hallld JHU CTaja
CTaHZIAPTHBIM METOZOM JIeYeHI OHKO-
JIOTUYeCKUX 3aboyieBaHUM. HTUOU-
TOPBHI UMMYHHBIX KOHTPOJIbHBIX TOYEK,
TaKUX KaK OUTOTOKcImYecKu Tyimmpo-
OUTAapHO-aCCONMHUPOBAHHBIN OeJIOK
4 (CTLA-4) u mporpaMMupyeMbli Oe-
JIOK TH0eJT KJIeTOK 1/3amporpaMMu-
DOBAHHBIH JIUTAHJ I'N0eIH KIeTOK 1
(PD-1/PD-L1), y?Xe MHTEerpUPOBaHbBI
B CTaHJApTHbIE CXeMbI JIedeHUs IIPO-
rpeccupyoneii MeJaHOMBI, pedpak-
TepHOU JIMM(POMBbI XOMKKWUHA, ypore-
HUTATBHOTO PAKa, paKa JKeJIy/IKa, II09eK,
MOJIOYHOM >KeJIe3bl U, YTO O4eHb BAKHO,
MUKPOCaTeJUINTHON HeCTaOWILHOCTH,
IIpeIIecTBYyIoLel OHKoreHe3y. ViIMMmy-
HOTepamysa OHK03a00/IeBaHUH IOy qIIIa
HOBOe pasBuTue B 2017 roxy, korga FDA
ono6puiio CAR-T-repanuio (Kymriah)
GOJIbHBIX B-KIIeTOUHBIM JIUMGOOIACT-
HBIM JIEKO30M, a B 2018 roxy — B-kJ1e-
TO4YHOI TuMpoMoii. [To3xke MOABUINCH
Yescarta u gpyrve cpefcTBa UMMYHO-
Tepanuu, IPOBOJWIOCh MHOKECTBO
TOCIUTAIBHBIX Pa3pab0TOK U KJIMHU-
YeCKHX UCIIBITAHUH, CBA3AHHBIX C Tepa-
el TeMOIIO3TUIECKUX Y COTUAHBIX
HOBOOOPA30BaHMIH.

CeromHaA B Mupe BezieTca 6osee 1300
AKTUBHBIX KJIETOUHBIX NCCIeJOBAaHUM,
GOJIBIIIe TIOJIOBUHBI 3 HUX KacaloTCs
penenntopoB T-KJIeTKU. A B JINHelKe
B-KJ1eTOYHBIX OITyXOJIel BIUIOTh A0 MHO-
»KEeCTBEHHOU MUeJIOMEI 60Jiee MoJIo-
BUHBI pabOT CBA3aHBI C PEI[ENITOPAMU
xuMepHoro autureHa (CAR). Crou-
MOCTb JlelleHTPaJIN30BaHHbIX MOziesiel
nepCcoHUGUITNPOBAHHOM TOATOTOBKU
ayTOJIOTUYHBIX KJIETOYHBIX IIPOAYKTOB
OTJINYAeTCs OT IIPOU3BeeHHbIX IIPO-
MBINIEHHBIM ITyTeM B 5-7 pas. Pa3pa-
60TKa IMMYHOTepanuy T-KJIIETOYHBIX
OIIyXOJIel U COMIUTHBIX HOBOOGPa3oBa-
HUH MMeeT XOPOoIllre IIepCIeKTUBEI,
B TOM 4HCJIe IPU OCTPOM MUEIONTHOM
JIeIKO3e ¥ MeTacTaTYeCKOU MeJlaHOMe.
PacmmipeHue alanTUBHON KJIETOYHON
Teparuy IIPOBOAUTCA TAKXKe 3a CUeT JIpy-
rux 3¢ deKTopoB, Takux Kak NK-kieT-
KU ¥ MUeJIOUJHbIe KJIeTKU B dopme
CAR-makpo@daros.

KIMTMHWYECKI CIYYAW

TapreTHasa Tepanna BRAF-NO3UTUBHbIX
rMUOM HU3KOMU 3J51I0Ka4eCTBEHHOCTU
Ha OOHEe HexXenaTernbHbIX ABJIEHUN

B ctatbe npegcrassieH yCcreLuHbIV OrbIT MPUMEHEHUS TapreTHou Teparnuu y geteu
¢ BRAF-ro3uTuBHbIMU rMiMoMamMmn HU3KOU cTerneHu 3rioka4ectseHHoctn (FTHC3), HecmoTpsi
Ha pa3BuTue HexernaresibHbIx iBrieHmi (H5) Ha ¢boHe npoBoanMoro fieYeHus.

EkatepuHa
~* AnekcaHgpoBHa
CAJIbHMKOBA

K.M.H., C.H.C. OTAEna onTMMmn3aummn Tepanum
onyxonen LIHC, 3am. 3aBepytoLLiero craumMoHapomM
KPaTKOBPEMEHHOI O NIeYEHUS!, AETCKUIA OHKONON
®IrbY «HaumoHanbHbI MegULIMHCKNIA
nccnepoBaTeNibCKUiM LIeHTP AETCKON reMaTosnoruu,
OHKOMOrMN U UMMYHOSOrMN UMeHW OMuUTpus
Porayesa» Munagpasa Poccumn, Mocksa

JMogmuna
BaHOBHa
MAMYLA

K.M.H., 3aB. OTAENOM ONTMMMU3aLMK Tepanum
onyxonen LIHC ®IrBY «HaunoHanbHbI
MEeIVLIMHCKUIA UCCrefoBaTeNIbCKUM LEHTP AETCKOWM
remMatosiorMm, OHKOSIOrMN U UMMYHOMOTUN UMEHU
OmunTpusa Porayesa» Munagpasa Poccumn, Mocksa

B ocHoBe nmatorenesa 'HC3 nexuT akTuBa-
1y curHayIbHoro Iyt MAPK. Ee mpramHoO#
BO MHOTHX CJIy4asax CIy»KUT MyTanud BRAF
V600E — yHUBepCaIbHbIH ApaiiBep MHOTUX
3JI0KaYeCTBEHHbIX HOBoOGpasoBauuii (3HO),
BKJIIOYaA KOYKHYIO MEJIAHOMY Y KOJIOpeKTaIb-
HBIN pak. [Ipy IoKaIu3aIyy OIyXoIu B cpe-
JUHHBIX CTPYKTYPax (CTBOJI TOJIOBHOTO MO3Ia,
TAJIAMYChI, XHa3MIbHO-CEJULAPHAs 00JIACTE)
JlaHHAA MyTalysA BCTpeyaeTcs C YaCTOTOU
10 30 %. D10 (paKkTOp HEOIATOTIPUATHOTO
TIIPOTHO3a, OIpeJleIAI0IIUN IUIOXOU OTBeT
Ha CTaHJapTHbIE PeXUMBbI XMMUOIY4eBON
Tepanuy, a TakkKe PUCK TpaHcpopMauu
THC3 B IJIMOMBI BBICOKOM CTelleHU 3JI0Ka-
YeCTBEHHOCTH.

Vcnionmb3oBaHMe TapreTHOM Teparmu (BRAF-+
MEK-MHIrH6UTOpEI) cauTaeTcsa 3 deKTHBHOM
oIyel y mareHToB C JAHHOW MyTaIyen.
Yacrora 00beKTUBHBIX OTBETOB Ha TAPTETHYIO
Teparnuio 601bHBIX ¢ BRAF-IO3UTUBHBIMU
THC3 cocrasiiset 80 %, a Ha CTaHAAPTHYIO
XUMUOTEPAITNIO — JIAIIb 28 %.

Pazputuie HS B psifie CTyyaeB JUKTyeT HEOO-
XOAVIMOCTh MOZU(UKAIIMY TapTeTHOM Tepa-
TIVY (CHYDKEHUA JI03bI JINOO TTOTHOM OTMEHBI
IIpenapaToB), YTO MOXKeT HeTaTUBHO OTpa-
3UTBCA Ha OTBeTe Ha JiedeHHe. CriekTp HA
Ha ¢oHe IPIMeHeH TapreTHBIX IIperapa-
TOB JOBOJIFHO IMUPOK. OfHAa 13 Haubosee
YacThIX peakuuii (6osee 10 %) — pasBuTHe
JIMXOPaZKU. DTO He TOJIBKO TpeGyeT Momudu-
Kalyy CrierIaecKoro JedeHus, HO U HeTa-
THBHO CKa3bIBaeTCA HAa Ka4eCTBe JKI3HMU ITa-
nyeHTOoB. [Ipu ucnoab30BaHuU pAAa MoJie-
KYJIIDHO-HAIIPAaBJIeHHBIX IIPeIapaToB OIU-
CaHa BBIPQKeHHAsA IPHUOABKA MACCHI TeJIa, ITO
TaKKe MHOLA TpeOyeT MOAUDUKAIIH IIPO-
BOJMIMOM Tepanuy Ha OCHOBaHUY KpUTeprieB
CTCAE.

NMPUMEPbI N3 MPAKTUKU

Cnyuaii 1. Y geBouku (9 jeT 11 MecA1eB)
3aboyreBaHVIe MaHU(ECTHPOBAJIO CYLOPOXK-
HBIM cuHApoMoM. Bo Bpemsa MPT Busyanu-
3MPOBaHa OITyXOJIb IIPABOM BUCOYHOM 0TI
TOJIOBHOT'O MO3ra. BbIIoJIHEHO TOTaIbHOE
yAaJleHue OIyX0JIU. [UCTOIOTMYeCK Bepu-
(unuposaHa IwreoMopdHasa KCaHTOACTPO-

TU4eCKue npuctynsl. KoutponsHasa MPT
BBIABWIA JUCCEMUHALINIO OITyXOJIE€BOTO IIPO-
Iiecca B TOJIOBHOM MO3Te, KUCTOITOZ00HbIe
HOBOOOPA30BaHU B IIETHOM OTZeJIe CITH-
HOT'O MO3Ia, OKKJIIO3UOHHYIO ruiponeda-
sinto. OmyxosieBble 00pa30BaHUA B 00JIaCTH
BOZONIPOBOJIAa MO3Tra YaCTUYHO YAAJIWINA
C OMHOBPEMEeHHBIM YCTpaHeHUeM OKKJIIO3UHU
JIMKBOPHBIX IIyTel. [McToIOTNUeCcKoOe
3axumoueHue: «JecMorutacTudeckas uHpas-
TWIbHAA ranmuorimmoma, WHO grade 1,
BRAF V600E-Tt03uTUBHAA>.

B TeueHue 19 MecA1IeB TOCJIe IIOBTOPHOM Ol1e-
Ppauuy IpOBOJVIIOCH JUHAMITIECKOe HabIio-
JleHue, B XoJie KOTOPOT'O BBIABJIEHO IIpOrpec-
cupoBaHUe 3a60eBaHUA (POCT OIYXOJIU
B O0JTACTH MAPATUITIIOKAMIIATEHOM U3BIIAHbI
CIIPaBa U JIaTePUThHOM IIOBEPXHOCTU IIPABOM
HOXXKU MO3Ta, yBeJIndeHre o6’beMa IaTo-
JIOTUYeCKOT'0 HaKOIUIeHUs KOHTPACTHOTO
BeIeCTBa 110 O0OIOYKAM MO3Ta).

Bhula MHUIIMUPOBaHA KOMOWMHUPOBAHHAS
TapreTHasA Tepamus (TpaMeTuHUG u Jadpa-
dhenuod). Ha ee paHHUX CPOKAX OTMEYATHCH

Tepanuu

PucyHok 1. A— MPT po TapretHon Tepanun. 6 — MPT 4epe3 8 Hepenb nocne
Havyana TapretHom Tepanun. B — MPT 4epe3 20 mecsueB nocfe Havana TapreTHom

nuroMa. Crieruryeckas TepanuA He IIPo-
BOZIWJIACH, TOJIBKO IIPOTUBOCYAOPOKHA.

Yepes 4 rofia 8 MeCsIEB MOCIE YAATEHUA
OIIyXOJIN ¥ IEBOYKH YIACTHINCH SIIUIETI-

IUIOXO KOHTPOJIMpyeMas iuxopazka 1o 40 °C,
CyZOpOrH, BEIpa&XeHHad U CTOMKasA IUIIo-
HaTpUeMus, B CBA3U C YeM TapreTHad Tepa-
nusA GbLIa BpeMEeHHO IIPUOCTAHOBJIEHA

Oxonuanue Ha cmp. 2 |»
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KIMMHWYECKI CIYHAW

TapretHasa Tepanusa BRAF-NO3UTUBHbIX rMUOM
HU3KOM 3/1I0Ka4eCTBEHHOCTHU
Ha (poHe HeXxenaTesbHbIX ABJTIEHUN

Oxonuane, Hauano Ha cmp. 1

(ua 7 mueit). IIpu 06GCIefOBAaHUY JAHHBIX
3a MH(eKIMOHHBIN IIpolfecc HeT. HazHayeHO
COIIPOBOJUTENbHOE JleueHUe: NHGY3MOHHAA
Tepamnus, aHTUIIUPEeTUKU, KpaTKOBpeMeH-
HBIU KypC DIIOKOKOpTHKOCcTepouioB (IKC),
KOPPEKIIMA TUIIOHATPUEMUH C ITOTIOKUTEN b
HOU TMHAMUKO.

B cBA3U C TAXKeJIOH ITepeHOCHMOCTBIO KOM-
ounaruu BRAF- u MEK-uHruGuTopoB
U C y4eTOM JAHHBIX JIUTepaTypbl IIPUHATO
pelteHue o Ha3HaYeHUU BRAF-uHTHOUTOpA
(mabpadenubd) B MoHOpexkuMe. [lepeHOCH-
MOCTB Tepanuu gadpadeHr60oM yIOBIE€TBO-
puTenbHAadA, IOBTOPHBIX SIIM30J0B T'UIIEp-
TepMUU He OTMe4anock. 1o ganaeiM MPT
B IMHAMUKe, Ha (JOHe TapreTHOU Tepanuu
3a(pMKCUPOBaH YaCTUYHBIN OTBeT (puc. 1).
Ha ceropus edeHue na6padeHn60M Ipo-
JojkaeTca 26 MecAaneB. OTBeT Ha Hero
COXpaHAeTCA.

Cayuaii 2. V eBoukH (7 jeT 3 MecAIa) nos-
BIUTUCH JKAIOOBI HA CHIDKEHUE 3peHUsA, IPU
OCMOTpe IVIa3HOTO IHA BBIABJIEHBI 3aCTOMU-
HbIe IIOJIHOKPOBHBIe cocyAbl. IIpu MPT Busy-
ATM3UpyeTcs 06beMHOe KUCTO3HO-COTHTHOe
o6pa3zoBaHUe ITeperHel U CpeJHel Yeper-
HOU AIMKU C pacIIpocTpaHeHUeM Ha XUa3-
MAaJIBHYIO 00JIaCTh U TPETUH JKeTyLoYeK.

ITo MeCTY >KUTETHCTBA IIPOBO/IVIACH XUMUO-
Tepanws o cCxeMe BUHKPUCTUH/KapOoILIa-
TUH (9 HeJesIb) CO CTabwIn3anuert 3a6oJe-
BaHUA, IIOC/IE YET0 OITyXO0JIb YACTUYHO Y-
auan. TUCTOIOTUYeCcKoe 3aKIIoUYeHue:
actponuroma, WHO grade 1. B nociienyro-
meM crrernuduIecKoro JedyeHus He IMPOBo-
JWIOCh, pe6eHOK HaXOIWICS ITOf, HaGJIio-
JleHrueM HeBpOJIOora, 0 TaTbMOJIOra U ITeu-
aTpa, BU3yaTU3aliI0 B JUHAMUKE BBIMOJ-
HSUIA HePeTyJIsipHO.

B 13 jreT 4 MecsAna NOABWIACH OTPULIATENIb-
HadA IMHAMUKA B BUZE JATbHEWIIIero CHIDKe-
HUA 3peHus, IPUOABKU MACChI TeJIa, OSB-
JIeHUs CJIAOOCTH U TOJIOBHOM Gou. ITocie
pedepeHca IMCTOIOTIYeCKOro NCCIeJOBAaHMA
U IIPOBEZIEHUA MOJIEKY/IAPHO-TEHETUYECKOTO
UCCIeloBaHMA TKaHM ortyxonu B HMUAL met-
CKOM reMaTOJIOTUY, OHKOJIOTMY I UMMYHO-

JIOTY BepU(UITUPOBAH AVATHO3 «ITWJIOW/-
Hada acrporuroma, WHO grade 1, BRAF
V600E — nmo3utuBHaA». [Io ganHbIM MPT
OIIPENENIIOCH OMyXQIEBOe 00PA30BaHME B XHa3-
MaJIbHO-CEJULIPHOI 00JIACTU U TIepefHe-
6a3aJIbHBIX OTeNIaX JJOOHBIX OJIEH, OOJIbIIe
wIeBa, 06beMoM 24 ¢M®, HapacTaIN CUM-
TIITOMBI THUAPOLIe AT,

I1o 5KCTpeHHBIM ITOKa3aHWAM B CBSA3H C OTPU-
LIATeJIbHOU IMHAMUKON B HEBPOJIOTTYECKOM
cTaTyce ObLTA BHITOJIHEHA BEHTPUKYJIOIIEPU-
ToHectomuA (BIIC) cieBa. Yepes 3 Hezenu
noaurte BIIC uannmpoBaHa crieliuguyeckas
Teparus MEK-MHTHOUTOPOM (TpaMeTHHUO)
¥ BRAF-uarn6utopom (nabpadenutd). Yepes
3 HezleyIu TapreTHOM Tepamuy TeMIlepaTypa
TeJIa CTAJIA ITIOTHUMATHCA J0 (heOPIUIHbHBIX
3HAYeHUI, COITPOBOKAASAICH 03HOOOM, HO Ge3
reMOJVHAMUYeCKUX HapyleHn!, ¢ HapacTa-
HueM C-peakTuBHOrO 6enka (CPB) Makcu-
MAaJIBHO 10 192 Mrfi (HopMa: 0-5).

ITpoBoAwIaCh KOMOMHUPOBAHHAA IIPOTHU-
BOMUKPOOHAs Tepamus: nedemnum ¢ mocie-
Jlylolieii 3aMeHOl Ha MepOHeM, BAaHKOMU-
nvH, QiykoHasoi. [IpoBeneHo moobce-
JloBaHUe (MyJIbTUCIUPAIbHAA KOMIIBIOTEP-
HadA ToMorpadusa NIPUAATOYHBIX 1a3yx HOca
¥ OPTaHOB I'PYHOU KJIeTKH, Dx0-KT, rmoces
JINKBOPA, MUKPOOHOJIOTIYeCKOe UCCIIefo-
BaHMe Ma3KOB CO (JIM3UCTHIX, aHAIN3 Kajla
Ha yCJIOBHO-TIATOTeHHYIO (QJIopy U BO3GYAU-
TeJjiell OCTPBIX KUIIEeYHBbIX UHPeKIUii),
MH(EKITMOHHBIX 0YaroB He 0OHAPY>KeHO.
Jlnxopagxy c noseieHreM CPb pacrienmwim
kak HA Ha poHe MoJsleKyIApHO-HAIIpaB-
JIEHHOU TepaIuy, B CBA3M C YeM OHa ObLTa
IIpepBaHa Ha 5 JHeW, II0Cje Yero prueM
IabpadeHn6a BO3OGHOBWIN B MOHOpe-
’KUMe, a ellle yepe3 5 AHel IalleHTKe
CHOBA ITOJKJTIOUIUIA TPAMETUHUO.

[Tocte Bo306HOBIeHU: Tepanuy HA He oT-
Me4aIoCh. TapreTHOe jle4eHre IIPOoLoLKa-
eTcsa yxxe 12 Helenlb, 4 Ha ero (oHe (110 AaH-
HbIM MPT) 3a601eBaH1e CTaOWIN3UPOBA-
Jock. M3 HA B mmocieayromeM oTMevdanach
KO@XHafA TOKCUYHOCTS | cTeneHH (ChIIB),
He Tpelylomas MoAudUKauY 103 Ipe-
apaTos.

Cnyuaii 3. Y 11J1eTHel leBOYKY MOABWINCH
»KaJo6bI HAa TOJIOBOKPYKeHUe, PBOTY,
IIaTKOCTD Ioxoaku. [1o pesynbratam MPT
OOHapy»KeHa OITyXO0JIb IIPOJOJITOBATOrO MO3ra
C YeTKMMM KOHTYPAMH, PaCIIPOCTPAHAOLIA-
AICA Ha JIEBYIO CPEIHIOI0 Y HYDKHIOI HOXXKH
Mo3xedka. [mcTonormyeckoe ucciaejopaHye
GUOIITATA OITyXOJIU BHISBIUIO HJIOUTHYIO
acrpouurromy, WHO grade 1, a MoJIeKyJIApHO-
reHeTu4yeckoe — MyTanuio BRAF V60OE.
Hauara crienududeckas Tepamnuis o IpoTo-
koity SIOP LGG 2004 — KOMOUHAIIVS «<Kap0Oo-
IUIATUH + BUHKpUCTUH». KonTponbHadg MPT
yepe3 8 HeJieJTb TePATINHY OATBEeP/IIA CTabu-
JIM3AIUIO 3a00I€BaHUA, HO Y ITaIlfUeHTKU
oTMedasach OTpULlaTeNbHaA JUHAMUKA
B HEBPOJIOTUYECKOM CTaTyce — IIOsIBJICHHe
OyJIbOAPHOI CMITTOMATHKY (IIOIIEPXUBAHIE
SKUJTKOM TIUIIIeN, CTOMKAs HaBA3YMBAA UKOTA).
YaUTBIBAs KIMHUYIECKYIO IPOTPECCHIO 3260
JIeBaHUA, HAIMYYe B TKAHU OIyXOJI MyTalluu

¢ passutueM HS TapreTHyto Tepammio oTMme-
HIWIM, Ha3HAYWIU CTPOTIYIO JUeTy U IIOBbBI-
CWIM ypOBeHb (PU3MIeCKOl Harpy3KU C IIOJI0-
JKUATeNbHBIM 3QdekToM. Yepes 21 fAeHb
JiedyeHVe BO30OHOBIUIY B IIOJTHOM OGBbeMe.
Celyac ero JJIUTEIbHOCTb COCTaBIAeT
35 MecAIeB, JAHHBIX 3a IIPOrPeCCIo 3a00Te-
BaHusA HeT. [1o manabiM MPT coxpaHdaeTca
GOJIBIIION YaCTUYHBIN OTBET (PUC. 2).

OTBET HA JIEMEHUE

HasHaueHue TapreTHoi Teparmy BRAF-HTH-
OUTOPaMU BO3MOKHO TOJIBKO TIPY HATAINHI
B TKaHU OILyXOJIY BBIABJIEHHON MyTaIluu
BRAF V600E BHe 3aBHCHMOCTH OT JIOKQJIN3a-
nuu 3HO, Bo3pacTa nanyieHToB U IIpefie-
crBytornero JiedeHy:A. Hakorrenusii B HMILL
JIeTCKOM reMaToJIOTVH, OHKOJIOTUU Y UMMY-
HOJIOTUU UMeHU JIMuTpuA Poradyesa OIBIT
TI03BOJIAET PAaCCMaTpUBaTh Ha3HAYEHUE UHIU-
OUTOPOB B KaueCTBe IePBOM JIMHUU Tepa-

A b

PucyHok 2. A — MPT po tapreTtHon Tepanuu. 6 — MPT 4yepe3 8 Hegenb nocne
Havana TapreTHow Tepanuu. CokpatleHne o6bemMa onyxonn Ha 59 %. B — MPT
Ha OnuTEenNbHbIX CPOKax TapreTHon Tepanuu. CokpalleHve obbema onyxonun Ha 89 %

BRAF V600E, 6pU1a Ha3HAY€Ha KOMOMHUPO-
BaHHAas TapreTHas TepanvA (Jabpadenuo +
TPaMeTHHUO).

KonTponbaaa MPT yepes 8 Hezlers Tepanvu
BBIABIJIA COKpPAIlleHNE PasMepOB OIyXOJIU
Ha 59 % (4acTUYHBIN OTBeT), a Yepe3 16 He-
Jiesib — Ha 89 % 110 CpPaBHEHUIO C MHULIVAIIb-
HBIM HccIefoBanueM. ITponsonuio Takxe
KyIMpOBaHUe Oy Tb0apHON CHMIITOMATHUKHI
U aTaKCH4YeCcKoro cuHzapoMa. M3 HA otmeva-
JIICh BRIDQKEHHAs MPUGaBKa Beca U Hapylie-
HUe TOJIEPAHTHOCTHU K INIIOKO3e. B cBA3n

v THC3. JIaHHbIA MeTo, JIedeHA 00J1afaeT
npueMIeMbIM IIpodrieM TOKCUYHOCTH
110 CPaBHEHUIO CO CTAHJIAPTHOM XUMUOTepa-
e, HO pUCK BO3HUKHOBEHU Cepbe3HbIX
HA TpebyeT OT Bpaya HaCTOPOKEHHOCTH
¥ 3HaHWA MOJIEKY/IAPHBbIX MEeXaHU3MOB pas-
BUTHA TOKCUYHOCTHY, OT/ITYAIOIIMIXCS OT TAKO-
BbBIX 'Y KJIaCCUYeCKUX XI/IMI/IOHPEHaPaTOB.
MonwutopuHr HA 1 afeKkBaTHOe COIIPOBOAY-
TeJIbHOE JIeYeHUe 03BOJIAIOT IIPOBOSUTH
TapreTHYIO TePaIio 6e3 JIUTeTbHbIX Tepe-
PBIBOB, UTO BYKHO JJIA COXPAaHeHUA IOCTUT-
HyTOI'O OTBeTa Ha JieueHuUe.

W3OATENBCKUIN AOM

Ypororus

rAa 3 ET bl

Onkonormsa CeroaHs

Peknama

e yronorua ©

HEBPOJIOTVIA AkyLLuepcTBO

@ HepBHO-MblWeYHbIE

BOJIE3HH

A BB HE MPOCTO U3AATE/IbCTBO —
npEcc COOBLUECTBO MEAULIMHCKMX CMELIMANINCTOB

X Y PHAD-DbD

e ETCKOV  Poccuiickui
FTEMATONOIUA HEBP% AOTUN mmmepanesmullecuuﬁ OHK@FOAOFWI
' ypHan
Ta3oBad xupyprua
® prprorord @ pmiroxupyerin CAPKOMIbI

YCMEXM .
MONEKYTNISPHOM

OHROJIOTHMM |

.4 CETOIHA 7 TVHEKOMOr Vs
HE I/IATPI/IH COBPEMEHHASH
Q 0 \ - RAPTUOJIOTUA &
MockoBckas "
SHOOKPMHONOT! FACTP(X®)SHTEPO/IOT A
—  KECIEw CErOAHA

e
Onyxonu TOJIOBI:I
u LLIEK

€ JKEHCKOM
PEIMPOZYKTHMBHOU
CUCTEMDBI e

KOCTEW, MArKWX TKaHeMn
1 ONYXONN KOMM oo

HAYUHO-NPAKTUYECKMA PELEHIUPYEMLIA XYPHAN

HIAWHHLUKCT

abvpress.ru
medvedomosti.media

netoncology.ru

A Cancer Journal
for Clinicians.
Pycckoe uapaHve

i0S




LETCKAA OHKOJTOI N4
3noKa4yecTBeHHbIe
o, e, QMY XOJIA KOCTEW

PykoBogyTens rpynnbl OHKOOPTONEAun, opTo-
nep-TpaBMaTonor OTAENEHNA OHKOMNOrMK 1 [ETCKOW
xvpyprm OI'bY «HaumoHanbHbI MeaULMHCKU
vccnenoBaTenbCKui LIEHTP AETCKOM reMaTonorum,
OHKOJIOrUM Y UIMMYHOMOTM UMEHN OMUTpus
Porayesa» MuHspgpasa Poccumn, Mockea

3/10Ka4eCTBEHHbIE oriyxosu KocTen — penkoe 3abonieBaHne, 1IeHeHNem KOTOPOro 3aHu-
MaeTcsa MexxgucyurizinHapHas rpyrina crieymnasimctoB BO r7iaBe ¢ OHKOJI0MOM. Ho o repBbIX
cCUMITOMAax 3Touv NaTosiornn OsIKHbI 3HATb Bpa4in camMbiX pa3HbIX crieynasibHOCTEMN.
B wactHocTh, HY>XHO NMOMHUTB O TOM, HTO OOBbEMHbIN rnpouecc MOXXeT BO3HUKHYTb B KOCTsAX
He TOJIbKO KOHEYHOCTEN, HO U Heperia, a TakXxxe B T0O3BOHO4YHUKe.

BOJIb KAK CUMIMTOM

Ecmu omyxosb KocTel yeperia Wiv II03BOHKA
JTIOBOJIBHO OBICTPO AaeT o cebGe 3HATh Hore-
BBIM CUHIPOMOM, AedopManyiel IUna Wiu
HeBPOJIOTMYEeCKOU CUMITTOMaTHUKOM, TO OITy-
XOJIML KOCTeH Tasa JIoJIr0 MOTYT pacTu bGec-
CUMIITOMHO. JlaHHAaA HO30JIOTUA BCTpeda-
eTcA € 4acTOToM MpuMepHo 5-10 crydaeB
Ha 1 MJIH 4eJIoBeK, IIpY 3ToM B 70-80 % City-
4aeB — Yy JieTell U IOoAPOCTKOB. K caMbIM
PpacIpOCTPaHEHHBIM OITyXOJIAM OTHOCATCA
ocTteocapkoMa u capkoma IOuHra, penko
BCTPEYAIOTCA B ITeANATPUYeCKON IIPAKTUKE
XOHZPOCAPKOMA, aflaMaHTUHOMA U JIp.

IepBUYHEIe OIYXOJIX KOCTeH y fieTell U MOA-
DPOCTKOB OGBIYHO JIOKATU3YIOTCA OJIU3KO
K 31MMeTa(U3apHbIM 30HaM JUIMHHBIX TPyO-
YaThIX KOCTel. Yalne Bcero mopa>karoTcs
KOCTH, 06pasyIoIiye KOJIeHHbIH CyCTaB —
JUCTIHHBIN MeTadus 6epeHHON KOCTHU
¥ IIPOKCUMAJIHHBIN MeTadu3 OosbInesepiio-
BOU KOCTH, Jlajiee CIeQyIOT IIPOKCUMATbHBIN
oTnen Gefpa, IIeva U JUCTATBHBIN OT/AeN
roseHu. Koctu Tasa, yeperna ¥ IT0O3BOHOYHUK,
a TakKe pebpa OTHOCITCS K YMCILY JOBOJIIBHO
PeIKUX JIOKATHU3AI[HH.

I[Tpu mopakeHUU KOCTel KOHEYHOCTell rTep-
BBIM CHIMIITOMOM He0JIaromoIydus ObIBaeT
60s1b. OGBIYHO aHAMHE3 CJIeAYIONTUIN: pe-
6eHOK urpain B QyT6OJI, yIApUICA, CTAIO
GoJeTh, Bpad Ha3HAYWI peHTreHorpaduio
¥ 0GHAPYKIJT OITyXOJIb. TAKIIM 06pasoM, €o3-
JaeTcs BIeYaTIeHue, YTO TPaBMa CIY)KUT
ITyCKOBBIM MEXaHI3MOM OHKOTeHe3a. OTHaKO
9TO He TaK, CBA3b JIOXKHAA. JleTH U HoJ-
POCTKM — caMasi AKTHBHAS YaCTh HACETeHUA.
B 1oBceiHEeBHOM YKU3HU OHU TPABMUDYIOTCA
MHOJKECTBO Pa3, HO B GOJIBIIIMHCTBE CIyJaeB
JlaKe He TIOMHSAT 00 3TOM, IIOTOMY YTO 6OJTh
poxoauT 6bIcTpo. Ho e KOCTh IopaykeHa
OIIyXOJIBIO, TO OOJIb IIOC/IE TPABMBI OECIIOKOUT
JIOJITO.

[TepBBIM BpayoM, K KOTOPOMY O0PAIIA0TCS
POAUTENH B MONOGHBIX CIydasiX, OKa3bIBa-
€TCsI TIeJIUaTP, TPABMATOJIOT WU JeTCKUIN
XUPYPT. Y1 TYyT OY4eHb BAKHO MPABUIBHO
co0paTh aHAMHe3, B TOM YKCJIe BBIACHUTH
MIPOZO/LKUTETHHOCTb GOTIEBOTO CUHAPOMA.
Ectu oH ytutcst 6oJIblie Hele iy U He CTH-
XaeT, 3TO II0BOZ, OTIIPaBUTh peOeHKa Ha PeHT-
reHorpaduio, KOTOpas B OOJIBIIUHCTBE CIIy-
YaeB U BBIABJIAET OIYXOJIEBBII MPOIECC.
Pexke MOXKeT MOTPe6OBATHCSI MATHUTHO-
PEe30HAHCHAS WIN KOMITHIOTEPHAS TOMOTPa-
¢ua (MPT wnu KT). Kak cpenu ponuresnei,
TaK U Cpeiy Bpadell CylieCTByeT Ipexny-
GexzieHure, YTO peHTreHOrpadust HAHOCUT
Bpe]T 3MOPOBEIO pebeHka. Hepemko, cobupas
aHaMHe3, MbI CJIBIIIVIM, YTO HOCIe (PU3UKAIIB-
HOT'O OCMOTpa (KOTOPBIA MOXKET U He BbI-
SIBUTH 0OJIe3Hb) Y pebeHKa AUATHOCTUPYIOT
yIIu6 ¥ Ha3HAYAIOT TPOTUBOBOCIIAIATEb-
HBI reJTb ¥ PU3NOTEepaIuio. DTO cepbe3Hast
omurbka!l PeGeHOK He TOJIBKO OCTAaeTCs
C HeBBIAIBJIEHHOM OIyXOJIbIO, HO Y HAYMHAET
MOCEIIATh CEaHChI (PU3NOTEPATTHH, YCHUITHUBA-
IolIyie KPOBOCHAGKeHMe, 61arofaps yeMy
OILyXOJIb MOXKET YCKOPUTH CBOI pocT. I1o-

3TOMY JITOPUTM TYT CJIEAYIOIINI: TIIATehb
HBIN cO0p aHAMHe3a, YYUTHIBAIOIINN aleK-
BaTHOCTh TPAaBMBI OOJIEBOMY CUHIPOMY U €T0
TIPOJOKUTENIBHOCTD, 3aTeM (PU3NKATbHbIN
OCMOTD, TIO3BOJIAIOIIVIH OIIPEIEIUTD OITyXOJIb
HaJbIIaTOPHO, a Jajee peHTreHorpapua
TIOPaKEHHOU OGJIACTHL.

PEAKASA NOKAJIU3ALINA

ITpu opaskeHny KOCTeH Tasa, K COKAIeHHUIO,
OITYXOJIH CITOCOOHBI JUINTEIbHOE BpeMsI Pa3-
BUBAaThCA 6€CCUMIITOMHO. [IepBBIMU CUM-
ITTOMaMH (XOT U OYeHb PEAKO) MOTYT CTaTh
JU3ypu, O0JIb B 3KUBOTe, HEBPOJIOTUYeCcKasd
CHMIITOMATHKA (TP JIOKIM3AIAY B KPeCTIie
w1y GJIM3BKO K celTIITHOMY HepBy). Ho yamre
BCETO )KaJIOOBI OABJIAIOTCA B TOT MOMEHT,
KOI/Ia IIPOLIECC ITOAXOAUT OIM3KO K Ta300e-
PEeHHOMY CyCTaBy, U3-3a Yero IOABIAETCA
6osieBo¥i cCHAPOM. 1 jaske B 3TOM CIydae
0OHApYXUTH OITyX0JIb HerrpocTo! Hosoro-
uit A puddepeHIaTbHOrO JUarHo3a He-
MaJI0 — OT ymmba 0 PeBMaTOMJHOTO apT-
purta. ECi HeT naIbIInpyeMOoro MATKOTKAaH-
HOTO KOMITOHEHTa, a peHTreHorpaduA 3axsa-
TIJIA TOJIBKO CYCTaB U B 0GJIACTh UCCIIENO-
BAHVA He IONIN JIOHHAA U ITOAB3/I0NTHAA
KOCTb, IMATHOCTHPOBATD 3JI0KaYeCTBEHHOE
HOBoOOpa3oBaHue (3HO) KpaliHe CJIOXKHO.
VIMeHHO IT03TOMY 0GbeMHbIe 0O6pa30oBa-
HMA K MOMEHTY BBIABJICHIA, KaK IIPaBWIO,
BBIPACTAIOT J0 OOJIBIINX pa3MepoB. Omyxo-
JIU KOCTel KpaiiHe peJIKO JIOKaJIN3YIOTCA
B IIO3BOHKAX, B 9TOM CJIy4yae Ha IIepBOM
aTane 0OBIYHO IOABJIAETCA HEBPOJIOTHYe-
CKas CUMIITOMAaTHKa — OT O0JIEBOTO CUH-
JpoMa Jio Tape3a KoHeuHocTel. [TepBbIMU
JOKTOPaMH, K KOTOPBIM OOPAIIAIOTCA TaKye
TaIfeHThl, IOMUMO ITeIUaTPa, CTAHOBATCA
HeBPOJIOT ¥ HeMpOoXUpypr. OueHb peKoM JI0-
Kaymsaluei onmyxosael ABIAIOTCA KOCTH
4Yepera, B TOM YUCJIe JINIeBoU ckesreT. Kiu-
HITYeCKasA KapTUHA 3aBUCHT OT KOHKPETHOTO
Mecta pacnionozxerHnda 3HO. HaganpHbIMu ero
CUMITTOMaMU MOTYT CTaTb 3aTpyAHeHMe HOCO-
BOTO IbIXaHUsA, 60N B YeTIOCTH, HapyIIleHre
TIPUKYCA, TPU3M, IPUIIYXIIOCTB, JedopMariys,
YXyZIIeHre CIyXa, 9K30(TaTbM, TOTIOBOKPY-
»KeHUe, OoseBoi cuHApoM. Torma ponyre
pebeHKa 00paIaroTCs 3a IIOMOIIIBIO K OTOPU-
HOJIAPUHTOJIOTY YWIM CTOMATOJIOry. B me6rote
3a00J1eBaHIA TaKKe JacTo HaOII0NAI0TCA
JIMXOPaZiKa 210 (heOPIIBHBIX NP, CTaBOCTS,
TOBBIIIEHHAA yTOMJIIEMOCTh. BaXXHO IToM-
HUTB, YTO caMas PacIpoCTpaHeHHasd MacKa
3HO kocTel — OCTeOMUENIUT, a IIPOBECTHU
JubdepeHITaTbHBINM JarHO3 MeXKITy HUMU
C TIOMOIIIBIO OfHOM TOJIBKO peHTTeHorpaduu
JIOBOJILHO CJI03KHO. Heo6xommma MPT mopa-
»KeHHOH 00JIaCTH C KOHTPACTOM — CaMoe JyB-
CTBUTEJILHOE UCCIEN0BAHe I BHIABICHIS
OITyXOJIEBOTO IIpoliecca.

KAK BbITb BPAYY

Urtak, cumrromel 3HO HecieniuaHbL. Kaxk-
JIbIV IOKTOP B CBOE ITPaKTHKe CTAIKMBAJICA
C HIMU COTHIO Pa3 IIPU APYTUX HO30JIOTHAX.
Bcex meTelt ¢ ymu6oM KoeHKH Ha MPT
He OTIIPaBUIIIb, a BbIAB/IEHHBIN IIPU PeHTTe-
Horpaduu 0CTEOMUEIUT, KaK IIPaBUJIO,
UM U ABIsIeTC. Tak Kak ke ObITh? Kakyro

KICIIONB30BATh TAKTHKY, YTOOBI He IIPOITYCTUTh
omyxoib? Heirb3st 3a6pIBaTh 06 OHKOJIOTTIe-
CKOU HAaCTOPOXKEeHHOCTH, BeJlb OZIVH IIPOILy-
IeHHBIH CIydail MOXKeT CTOUTh YejloBeye-
CKOH YKU3HU.

Ecu cuMnToMBlI ymuba JJIATCA TOIbIne
OOBIYHOTO, a TPAAUIILIOHHOE JIeYeHE B BUZIE
Masel ¥ TaOJIeTOK C HeCTEPOUTHBIMU IIPOTH-
BOBOCIIUTUTETLHBIMIY CPEJICTBAMU He ITOMO-
raet, pebeHKa HEOOXOAUMO HAIIPABUTH
Ha peHTreHorpaduio. O BoamoxxkHocTr 3HO
HY>XHO ITOMHUTb, €CJIN XOTUTE Ha3HAYUTh
pebeHKy (usmorepamuio. HeoOoxomum Tima-
TeJIbHBIN (PUBUKAIBHBINA OCMOTP, YacTo ya-
€TCs MIPOMATBITUPOBATh O6OIe3HEHHBIH MAT-
KOTKaHHBIM KOMIIOHEHT OIyxosu. To ke
caMoe KacaeTcs U JPyTux, 6ojiee peiKux
3a6oeBaHMi. EQM cMIITOMaTHKA JUTATCA
JIOJIbITIE OOBIYHOTO, & KJIACCTIECKOe JIeYeHre
He IIOMOTaeT, HeoOXOAVMO TIIATeIbHee 06cIe-
JIOBaTh peOeHKa 1 IIOMHUTE O CyIIeCTBOBAHUI
3HO kocreti. ITociienHue He UMEIOT CIIEIU-
(prraecKUX OHKOMapKepoB, KOTOPhIe Ompee-
JIAIOTCS B KpOBU. TOJIBKO Pe3ysibTaThl 00heM-

Horo uccinenoBanusa — MPT wiu KT —mosBo-
JIAIOT 3aII0/I03PUTh OITyXOJib. B aTOM Citydae
HeoOXOIUMO Cpa3y HallpaBUTh MAI[UeHTa
K OHKOJIOTY U Jjajiee — B CIIeI[UaIN3UPOBaH-
HbIN CTAI[MOHA 1A IIPOBEJeHUS GHUOIICUH.
Bnarogaps JOCTKeHUAM B XMMHOTepPaItiy
6otee yeM 90 % TAIMEHTOB YAAETCS BBITION-
HUTbH OPTaHOCOXPAHAOIIYE Ollepaluiy —
SH/JIOIIPOTEe3VpOBaHVe WIU 3aMellleHue
Jle)eKTOB KOCTHBIMU ayTOTPaHCIUIAHTaTaMU.
B pacniops;keHUM XUPYProB UMEIOTCA SHAO-
TIPOTe3bl UHAVBUIYAILHOTO U3TOTOBIEHNA,
KOTOpbIe yIYUTHIBAIOT aHTPOIIOMeTpUYecKye
JJAHHBIE KayKI0ro OOJILHOTO.

ITo Mepe pocTa pebeHKa TaKye KOHCTPYKIIUU
VAJIUHAIOTCA AVCTAaHIMOHHO WU IIyTeM
MUHH-ollepaniuy. Ho Kak I OHKOJIOTA,
KOTODBIH IIPOBOJUT XMMHUOTEPAIIHIO, TaK
U I XUPYpPra, KOTOPBIN OIlepupyeT pe-
OeHKa, KpaiiHe Ba)KHO, YTOOBI TOT ITOIIAJ
K HUM KaK MO;KHO CKOpee, Ha paHHUX dTaIlax
pasBuTuA 6ose3Hu. U 371eCh Bce 3aBUCUT
OT Bpaveli IepBIYHOTO 3BEHA, B IIEPBYIO O4e-
penb OT e aTpPOB.
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[PYTTA BbICOKOI'O PYCKA

PaTtasnbHble CUHAPOMDbI
OHKOJIOrM4eCcKou npeapacnosioXXeHHOCTH

Y 60/1bLUMHCTBA NayneHToB BO3HUKHOBEHNE 3/10Ka4€CTBEHHOIO HOBoobpasoBaHus (B3HO) — pe3yrnbraT comaTtnye-
CKOV MyTaunu B KJIETKE, CBOEro poja HeBe3eHue, crlydariHas oLumbka B rpoyecce perimkauymn JHK. [dnsa nogev xe
C CUHAPOMaMU rpeapacriorioXXeHHoCcTn puck passntns 3HO HacTo/IbKO BbICOK, YTO MPakTUYECKU HEN3OEXKEH.

k‘j tOnua_
. MwuxannoBHa
MAPEEBA

Letckuin oHkonor AIrbY «HauvoHanbHbIM MeanLnH-
CKWUIA MCCnefoBaTenbCKuUin LIEHTP AETCKON reMaTono-
X, OHKOJIOM MM Y UIMMYHONOMMN UMEHU MUTPUS
Porayesa» MuHsppasa Poccumn, Mockea

Mapus
AHppeeBHa
KYPHNKOBA

K.M.H., Bpa4-reHeTuK, CTapLLMiA Hay4HbIA COTPYRHMK
na6oparopuu MonekynspHorn 6uonorumn Grey
«HaunoHanbHbIM MegUUMHCKUIA UCCRENoBaTENbCKUMN
LIEHTP AETCKOW reMaTosnioriu, OHKOMOMMN 1 UMMYHO-
normv nmexn Omutpus Poradesa» MyH3gpasa
Poccum, Mocksa

Jliogmuna
AnekcaHApOBHa
ACbKO

K.6.H., cTapLumii Hay4HbI COTPYAHMK Nlaéopatopum
MoreKynspHow 6uonornm OIrbY «HaumoHanbHbIA
MeOMLMHCKNIA MCCreaoBaTenbCKuiA LEHTP AETCKOM
remarosioruu, OHKOMOrUN Y UMMYHOSIOrMN UMEHN
Amutpusa Poradesa» MuHagpasa Poccum, Mockea

AHacTacus
» CepreeBHa
CAJIOMATNHA

J1eTCKMI OHKOIOr KOHCYNLTATUBHOIO OTAENEHMS,
acnupaHT 1-ro roga o6yyeHusi Kadenpbl OHKONOrm
1 nyvesovi Tepanun OI'BY «HaumoHanbHbI Megu-
LIMHCKWI CCneaoBaTeNbCKUi LIEHTP AETCKOM
remarosioruu, OHKOMOrUN Y UMMYHOJSIOrMN UMEHU
Amutpusa Poradesa» MuHagpasa Poccum, Mockea

C coBepILeHCTBOBAaHUEM JUATHOCTUIECKUX
TEXHOJIOTUH YMCJIO TeHOB U COOTBETCTBEHHO
CHAHJPOMOB IIP€JPACIIONIOKEHHOCTH IIOCTO-
AHHO pacTeT. X BKJIaZl B CTPYKTYPY OHKO-
JIOTUYeCKYX 3a00/IeBaHUH Y leTell OLleHBa-
eTca Ha ypoBHe 13-18 % U, BeposATHee BCero,
5TO HEOKOHYATeJIbHbIE JaHHbIE.

B aHII0A3BIYHOM HAyYHOU JIUTeparype
JJaHHOEe COCTOAHYVEe NMEHYIOT I10-PasHOMY:
cancer predisposition syndrome, familial
cancer, hereditary cancer [ tumor syndrome
(cMHIpPOM IIpeApPaCIOIOXKEeHHOCTU K PaKy,
ceMeWHBIN paK, HacJe[ICTBeHHbIH pak | oIy-
xoseBbIl cugpoMm). B PO ucnonsayerca Tep-
muH HOC — HawteicTBeHHBIE OIyXOJIeBbIe
CUHAPOMBL MBI IipejyiaraeM TepMuH CIIO
(CMHAPOMBI IIPeJIPACIIONIOXKEeHHOCTHU K OITy-
XO0JIAIM), TaK KaK PAJ CUHAPOMOB CBA3aH

C COMaTUYeCKUM MO3auL3MOM WJIU XPOMO-
COMHBIMY aHOMAJIMAMU (Pa3IMYHbIMU aHeY-
IIONUAMU — yBeJII/I‘IEHI/IEM nin yMeHI)-
IeHWeM YUCIa XPOMOCOM B TeHOTHUIIE),
KOTOpEbIe He ABJIAIOTCA YHACTeNOBAaHHBIMU
U He Bcerjia MOI'yT IlepeJlaBaThCsA OT POAU-
TeJIeN JeTAM.

Brrasimenue CIIO MOKeT CTaTh TPYAHOU

3azadelt Ui KIMHUITUCTA, OMHAKO CyIe-

CTBYIOT KpDUTepPUU (TaK Ha3bIBaeMble Kpac-

Hble QuIakku), oOHapyKeHre KOTOPbIX

JIOJDKHO CTaTh MOBOJIOM IIO[yMaTh O BO3-

moxxkHocTtu CIIO, a uMeHHO:

® CUHXPOHHbIe/METaXpOHHbIE WIN OMIa-
TepaJibHbIe OITyXOJIH;

® GJIM3KOPOACTBEHHBIN OpaK pOAUTENTeH
MaIEeHTa;

® OHKOJIOTUYECKIe 3a00JIeBaHUS B aHAM-
He3e y POACTBEHHUKOB peGeHKa MepBoi
JIMHUU POACTBA, BOHUKIIKE JI0 45 JIeT;

® OHKOJIOTMYECKHE 3a00JIeBaHKA B aHAM-
He3e KaK MUHUMYM Y JIBYX POJCTBeHHU-
KOB IallieHTa BTOPOU JIMHUU POJCTBA
(oTHOCAIIMIECS K OTHOU CeMeTHOM BETBU
POIOCTIOBHOI), BO3HUKIIILE IO 45 JIeT;

® XapakTepHad I B3POUIBIX OILyXOJb
y peGeHKa;

® OHKOJIOTMYECKIe 3a00IeBaHUA, CBA3aH-
HbIe C BPOXKIEHHBIMU Jle(peKTaMu;

® pefKue OIyXOJIN.

CymectByeT MHOecTBO TUIIOB CIIO, Bce oHI
XapaKTepU3yI0TCA Pa3IMYHbIMU OILyXoJe-
BBIMU IIPOABJIEHUAMMU, IIeHeTPAHTHOCTBIO
U, KaK CIe[iCTBUe, Pa3HbIM IIPOTHO30M I
*KU3HU. B OTZI@/IbHYIO IPYIIITy MOXKHO BBIJe-
JIUTH 0CO00 arpecCUBHbBIE CHIPOMBI, KOTO-
pble OTJIMYAIOTCA BBICOKOM ITeHeTPaHTHO-
CTBIO ¥ MaHMecTanye B IeTCKOM BO3pacTe
C IOABJI€HUEM CUHXPOHHBIX I METaXpPOH-
HBIX MyJIBTUOPTaHHBIX 3JI0Ka4eCTBeHHBIX
HeoIlJIasui, Kak NpaBUIo, (paTaabHBIX
JULA TIAlleHTa. DTO OTPAXKeHO B UX aHIJIO-
A3BIYHOM OIIpeJIeJICHUH KaK JIeTaTIbHBIX
cuaApoMoB (lethal syndromes). K Takum
arpeccuBHbIM CIIO OTHOCAT CMHIPOM pemna-
pauyy omGoYHO ClIApeHHbIX HyKJIeOTHIOB
(constitutional mismatch repair deficiency,
CMMRD), cuaapom Jlu — ®paymeHu, win
hTP53rc (HaciecTBeHHBIN cHApoM TP53-3a-
BHCHMBIX OITyXOJIel), CeMelHbIN aJleHOMaTo-
3HbIY nosuios (CAII).

CMMRD — onuH U3 pefKuX (paTaabHbIX
ayTOCOMHO-pPeIeCCUBHBIX CUHAPOMOB
(B MeXXIyHaPOIHBIX ITyOIUKAITHAX OIMCAHO
He 60siee 200 KIMHUYECKUX KeHCOB), IpU-
YMHA KOTOPOTO — B BO3HMKHOBEHUU OHAT-
JIeJIBHOTO ITATOTeHHOTO BapHaHTa B OAHOM
U3 YeTbIpex TeHOB cucTeMbl perapanyu JHK
(MLH1, MSH2, MSH6, PMS2). IToteps penapa-
TUBHOU (PYHKITUU IPUBOIUT K OBICTPOMY
HaKOIUIEHUIO MyTalluil U Pa3BUTHIO OITy-
XO0JIel, KOTOpble OTIMNYAI0TCA BBICOKOM
arpecCUBHOCTBIO U IeMOHCTPHUPYIOT T'UIIep-
MYTaHTHBII (PeHOTHUII, B CBA3U C YeM XUMUOTe-
paneBTUYeCKUe U JIydeBble MeTO/bI Jlede-
HUS 1O GOJIbIIelN YacTHU OKa3bIBAIOTCS
Hed(dekTrBHBIMIY. [IpIMeHeHe NHTOU-
TOPOB KOHTPOJILHBIX TOUYeK UMMYHUTETA
HeJAaBHO IOKa3ajao oOHaJeXuBalomye
OTBeTBI IIPU OIIyXOJIAX FOJIOBHOTO MO3Ta

U xKedyAouHo-KuimeyHoro TpakTta (MKKT)
y narpierToB ¢ CMMRD. Han6ostee yacTbie
BapUaHThI B CTPYKType JaHHOTO CHIPOMa —
onyxosu KKT u 11eHTpanbHON HepBHOU
cucremsl (ITHC), B 4aCTHOCTU IJIIOMA BBICO-
KO CcTelleHU 3/I0Ka4eCTBeHHOCTH, a TaKXKe
OHKOT'eMaToJIoTu4YecKue 3a60IeBaHus.
O6suratHbIi npusHak CMMRD — msaTHa
nBeTa Kode ¢ MOJIOKOM Ha Koxke. Takue ke
BO3HUKAIOT 1IpH ele ogHoM CITO — Helipo-
dubpomaroze 1 Tuna. Ho omimyaromuiics
CIIEKTP OIyXoJiel U KpaiiHe OTATOIeHHBIN
ceMelHbIN OHKOJIOTUYeCKUI aHaAMHe3 IIPU
CMMRD peaoT ZaHHBIA CUHAPOM J0CTa-
TOYHO MPOCTBIM /I PAaCIO3HABaHUA.

BorunHu cyaab6bl. Tpu Moiipbl. MoraHH
Fotcppup LWapos. Ctapas HauMoHanbHas
ranepes, bepnuH, l’epmaHus

CAIl— elre OfIH arpecCUBHBII ayTOCOMHO-
JOMUHAHTHBIN CUHJPOM, aCCOIIMUPOBaH-
HBIU C ITATOTeHHBIM BapuaHTOM reHa APC
U XapaKTepU3YIIUNCA HUIMINEeM COTeH
U JaXke TBICAY aZleHOMAaTO3HBIX IIOIUIIOB
TOJICTOY KUIIIKY C HeN30€)XKHbIM Pa3BUTHEM
Ppaka TOJICTOTO KUILIeYHNKA B OTHOCUTEIBHO
MOoJIOZOM Bo3pacte. CUHAPOMEI [apaHepa,
Typko u arreHyupoBaHHbIN CAII pen-
CTaBJIAIOT CO00H (PeHOTUITNIECKUI CITEKTP
CAII ¢ maToreHHbIM BapyuaHTOM B reHe APC.
OcoGeHHOCTh CUHApoMa [apiHepa cCOCTOUT
B KOXKHBIX ITPOABJIEHUAX B BUJIe SIIHAEPMO-
WUIHOM KUCTHI U pubpoms! [apaHepa (ipen-
BeCTHHUKA JecMougHOoro pubpomarosa),
KOTOpbIe MOTYT BO3HMKATh B PaHHEM JleT-
CTBe. DTO M03BOJIAET 3all0A03PUTh JAHHBIN
CUHJIPOM, IIPOBECTU MOJIEKYJIIPHO-TeHe-
THYecKoe 00CIe[OBaHYe U YCTAHOBUTE JIHa-
THO3 JI0 MOMEHTa arpecCUBHOM MaHUpecTa-
UM 3a00JIeBaHuA.

CungpoMm Jlu — ®PpayMeHU OTHOCUTCA
K pegkum CIIO, BOSHUKAIOMUM B pe3yJIb-
TaTe IaTOIreHHOI'o BapMaHTa B reHe-OHKO-
cympeccope TP53, Tak Ha3bIBaeMOM CTpake
reHOMa, UrparoleM pa3HOOOpasHble POIu
Ha PasHbIX YPOBHAX PeTy/IANYH, YTO IIpU-
BOJUT K IMIUPOKOMY CIIEKTPY BO3MOXKHBIX
OIyXOJIeBBIX NIPOABJIeHUU. B oTnuvuune
ot CMMRD u CAII 1pu JaHHOM CUHZpPOME
Kakue-n6o peHOTUIMIeCKe 0COOeHHO-
CTY OTCYTCTBYIOT, UTO JeJIaeT eT0 CJIOKHBIM
JUIA pacro3HaBaHUA. Ho crieKTp BO3HUKIINIX
OIyXOJIeH 1 BO3MOXKHBIN OHKOJIOTHIeCKUH
CceMeMHbIN aHaMHe3 OyyT OCHOBAHUEM IS
00cIe[oBaHyA HalyieHTa U ero ceMby. Han-
6oJiee XapaKTePHBI B CTPYKTYpe CUHAPOMA
onyxosu [THC (B 4aCTHOCTU XOpUOUJKapI-
HOMa), aZ[peHOKOPTUKAJIbHBIN paK, 0CTeo-
CapKOMBI, PaK MOJIOYHOU KeJIe3bl, CAPKOMBI
MATKUX TKaHel, OCTphIe JIeHKO3bl. Pexxe
MOTYT OBbITh AMATHOCTUPOBAHBI PAK JIETKOTO,
IMUTOBUAHOM Keje3bl, YKKT, meiranoMma,

auM@domMa, repMUHOTeHHO-KJIeTOUHbIe
omyxoyu. Bce 3Tu CUHIPOMBI OObeTUHSIET
X arpeCcCUBHOe KIIMHUYeCKoe IT0BeJleHue
¢ maHudecraryeu B IeTCKOM BO3pacTe, YTo
CBA3aHO C IUIOXUM IIPOTHO30M JJIA KU3HU.

PEOAKTUPOBAHUE TEHOMA

BriostHe BO3MOXKHO, UTO B GUvpKaiiineM Gyuy-
IeM B KIMHIYIECKYIO IIPAKTUKY OyZieT BHeJ-
PEHO PYTMHHOE HCIOJIb30BAHUE BO3MOXK-
HOCTeW TeHHOW MH>KeHePHUH 110 peJaKTU-
POBAHUIO TeHOMA. Y:Ke CeTOfH:A TeXHOIOI A
CRISPR/Cas9 npoeMOHCTPUPOBAJIA IIEPCIIEK-
TUBHOCTb B HECKOJIbKUX TePalleBTIUYeCKUX
HaIpaBJIeHUAX: BPOXIEHHBIN aMaBpO3
Jlebepa Tuna 10, CeproOBUAHO-KI€TOYHAA
aHeMMA U TpaHC)Y3UMOHHO-3aBHUCHMaA B-Ta-
JlacceMHsA. DTO MOXKeT IIOCTY>KUTb OCHOBOM
UL pa3pabOTKY HOBBIX ITOJIXOZIOB K JIEYeHUIO
COOTBETCTBYIOIIVX 3a60/IeBAHIUI U JACT HAIH-
enTaMm ¢ CI1O BO3MOKHOCTB ITOJTHOU KypaIvH.
A TIOKa MBI pacrosaraeM JJaHHbBIMU O TOM,
YTO eJUHCTBEHHO JJOKa3aHHBIN CII0CO0
CyIIeCTBEHHO YIYYIIUTh OOIIyI0 BBDKUBAe-
MOCTb (OB) 3TO IPyIIIIbI TAIIIEHTOB COCTOUT
B MCIIOJIb30BAaHUU CIIeIUAIBLHBIX IIPOTOKO-
JIOB HAOJIIOJIeHUA U, IIPU HeOOXOAUMOCTH,
B IIPeBEHTUBHOM XUPYPIAIECKOM JIeYeHUU,
YTO IT03BOJIAIET BBIABUTH ACKIMITTOMHYIO OILy-
XOJIb WIU BOBCe IIPeIOTBPATUTh ee pa3BUTHe,
TIOBBICKB IITAHC Ha Kypauwio. OIyG/IMKOBaH-
Hble JaHHbIe II0KA3bIBAIOT, YTO MCII0Ib30Ba-
HIe IIPOTOKOJIOB HAOJIOAEeHYS TTAlVIeHTaMI
¢ CMMRD u cunaapomoM Jlu — ®PpaymeHun
crroco6cTByet yinyuteHuio OB mo 88-90 %
o cpaBHeHUIO ¢ 50-60 % B rpyImne 60yb-
HBIX, He HCIIOJIb30BABIINX HAOMIOATETHHYIO
TaKTUKY.

CBoeBpeMeHHasA NMPOoQUIaKTUIeCKasd KoJl-
WIY KOJIIIPOKTSKTOMUA B MOJIOZOM BO3pacTe
Jlo BosHUKHOBeHusA 3HO TosIcTOro Kuey-
HuKa pu CAII 1103BoJIseT MOIHOCTHIO M30a-
BUTbH NaIlMeHTa OT PHUCKa BOSHUKHOBEHUS
PaKa JaHHOTO OpraHa KaK OCHOBHOU IIpHU-
4YMHBI JIETAJILHOCTU IIPU STOM CUHAPOME.
IIpeBeHTUBHAA XUPYpPrudecKas TaKTUKa
ObLTa MOMYJIAPU3UPOBAHA ITOCIIE TOTO, KaK
aKTpuca AHKeIHA JKOoIH MyOIIMYIHO 00h-
ABIJIA O CBOEM PEeII€HUHU II0ABEePIrHyThCA
NIpo(PIIAKTUYEeCKO MaCTOKTOMUM U OBa-
PHO3KTOMMUU B CBA3U C JUATHOCTUPOBAH-
HBIM CMHJIPOMOM IIPEJPACIIONOKEHHOCTU
K HacJIe[CTBeHHBIM OITyXOJIAM MOJIOYHOM
JKeJIe3bl U ANYHUKOB, aCCOIMUPOBAaHHBIM
C IIaTOTeHHBIM BapraHTOM reHa BRCA1.

[To Mepe HaKOIUIEHN 3HAHUM U COBEPIIIeH-
CTBOBaHUS TEXHOJIOTUI CTAHOBUTCA OYEBU/I-
HbIM, 4TO CIIO B cTpyKType fetckux 3HO yxe
He CTOJIb pefKoe COObITHE. Y KIMHHUIICTOB,
B YaCTHOCTH Y J€TCKUX OHKOJIOTOB, €CTh
LIAHC BBIABUTH TaKUX JeTell 110 BOBpeMa
3aMe4yeHHbIM KpacHbIM (iaxkkam. [Toka HeT
YTBePKIEeHHbIX MeXKIYHAPOIHBIX CTAHAAPTOB
HaOJIIONEHNA U JIeYeHNA TAKUX ITallFIeHTOB,
HO CYyIIeCTBYIOT OTJe/IbHble (pirarMaHCKue
HayJHbIE TPYIIILI, 3aHUMAIOIIHeCs IIPo0JIe-
moit CITO. O6iazast HACTOPOKEHHOCTHIO
¥ 3HAHUAMHU 0 (HaTATbHBIX CUHAPOMAX,
MOXKHO ITOB/IMATH HA TeYeHe 3a00IeBaHIA
U YIIy4IIUTh IIPOTHO3 KU3HU MTallFieHTa U eTo
POICTBEHHUKOB.
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HacnepnctBeHHbIN oTeK KBUHKe

B cratbe onuncaH KimHndYecku criyqam oteka KBuHKe y 14-netHeu geBoYKu Ha 60pTY KPYM3HOro naviHepa. M13-3a oTcyT-
CTBUSI peakuymy Ha Teparmio 1 TSXKECTU COCTOSIHUS NaLNEeHTKY MHTYOUPOBain 1 SKCTPEHHO 3BaKymnpoBasin BepToNIeToM
caHuTapHou aBmnaunm 415 AaslbHENULLIEro JIEHEHWS.

CanbBatope
QOELENE

-

Mepwmatp, XxMpypr-oHKonor, kopabenbHbI Bpad,
MEAVLMHCKMIA aupekTop komnaHum Costa-Aida
Cruise, r. lenys, Utanua

20 mroHsA 2017 roga B 23:30, BO3BpAIaAch € 3KC-
Kypcuu 110 octpoBy Kopay, B mopty UrymeHnunia
14-1eTHAA IeBOYKA B COIIPOBOXKAECHUN MaTepyu
(06e UTATBAHKY) 0OPATHIACH 32 TIOMOIIBIO
B GOPTOBO¥ TOCIIUTAIE. IIpy OCMOTpe BLIABJIEH
HeGOJIBIIOM, HO APKO BHIPAKEHHBI OTEK JIeBOI
TIOJIOBUHGBI Iy0. TpeMs JHAMY paHee HAIeHTKY
ykycwio Ha Kopdy kakoe-To HacekoMoe, yepes
HECKOJIBKO 9aCOB ITOCJIe 3TOTO MOSABWICS OTEK
Iy6 cpenHelt MHTeHCHBHOCTH. [lanieHTKa 06pa-
TUJIACh B OTJleJleHNe HeOTIOXKHOM IToMOoITH
Ha Kopdy, rzie el HasHAYWIN IEPOPATHHYIO
Tepamuio KOPTU30HOM C Ae/IETaKOPTEeHOM (IIpefi-
HH30HOM) B BO3PACTHOM JJO3UPOBKE B TedeHUe
Tpex JHel, YTO IIPUBEeJIO K IPaKTUIeCKU IOJT-
HOMY HICIe3HOBEHUIO OTEKa. YIUThbIBAsA aHAMHe3
¥ COXPAHSIONTUIACS, IyCTh I MUHUIMAITBHBIH,
OTeK JIeBOH ITOJIOBUHBI HIDKHEe I'yObl, Imaru-
€HTKY IIOMEeCTWIN B 60PTOBOU T'OCIIUTAIb.

ApTepranbHOe JJaBjIeHHe, ITapIuaIbHOe 1aB-
JieHHe Kucropoza (PO,) ¥ yacToTa cepiedHbIX
COKpallleHH# 6bUTH B HopMe. Houbio Impouns-
BOJWICA MOHUTOPHHT reMOJHaMUKH. Yepe3
YCTaHOBJIEHHBIM BeHO3HBIN KaTeTep KaIleJIbHO
BBOJWINCH PAaCTBOP IToyicaarHa (polisalina,
250 MJI), @ TaKKe I10 OfHOMY (UIaKOHY TUIpO-
KopTu3oHa (100 mr), TpumeToHa (peHMpaMuHa)
¥ paruTuavHA. [lo 06:00 yrpa mapaMeTpsl COCTO-
STHWA TAIMeHTKU He MeHAIVCh, HO TIPU OCMOTpe
B 08:00 BBIABJIEHO IIOBTOPHOE PasBUTHE OTEKA
Iy0, Ha 3TOT pa3 GoJiee BRIpLKEHHOE. YIUTHIBAS
OTCYTCTBUE PeaKIINY Ha TepPaIuio 1 HAMeTHB-
IIYIOCA OTPULIATeIBHYIO AMHAMMKY KU3HEeHHO
BKHBIX ITOKa3aTeseli, ObUIO IPHHATO pellleHue
0 BBeJICHUH ITallMeHTKe PAcTBOPA afipeHaIMHA
0,1 % 1o opHO¥ amysie (1 MI) BO BHYTPEHHIOIO
TIOBEPXHOCTB JIEBOTO 6enpa. VIHbeKIHIO IOBTO-
pwin yepe3 20 MUHYT, IIPU 3TOM UHQY3UOH-
Hasd TepanuA NPoJoDKaIACh C TIepepbIBaMU
TIPY TIOCTOSTHHOM KoHTposte PO,. OpHako oTek
HAapacTaJl, OXBaTUB OOJIBIIYIO YacTh Irer. bpuia
3aIyIeHa mporeaypa rnepeBoa 60ILHOM B OJIU-
KA Ha3eMHbIM rocuTaib B I. CaH-beHe-
JleTTO-esIb-TpOHTO (perroH Mapke, tanus)
BepTOJIETOM CaHUTAapHOM aBUanyu. B oxxuma-
HUU €ro IMIPUOBITUA GOBEHYI0 MHTYOUPOBAIN.
[To mpUOKLITUY B GOITBHULLY TTAIUEHTKY TOCITH-
TAJIN3MPOBAIY B peaHNMAIIMOHHOE OTAeIe-
HIe, I7ie TPOAO/LKIUIY MHTeHCUBHYIO TePaIliio
U IIPOBEJI IOTIOTHUTE bHbIE JarHOCTIYecKIe

BEJIbIE
HO4Mn

JA ®

3 -8 MIOJN11 2023 TOOA

IX I'IETEPBYPI_CKI/IIZI MEXOYHAPOHbIV
OHKOJIOIMYECKNN OOPYM «BEJIbIE HOYM 2023»

[Tnomanka IleTepOyprckoro MexIyHapOIHOTO OHKO-
norugeckoro (¢opyma «benbie HOUM» TPaTUIIOHHO
00bEIUHSCT CIEIMAIUCTOB W3 Pa3HBIX PETHOHOB
Poccun m 3apyOeXHBIX CTpaH, MTOMOTAaeT HaTaINuTh
HOBBIE CBSI3U, IIPUBJICYb K COTPYIHUYECTBY U OOMEHY
Yoexmen, dro pabota
(hopymMa BHeCeT 3HAYUTEIbHBIN BKIIaJ B OOpHOY ¢ OH-

OIIBITOM, TCXHOJIOTUAMU.

KOJIOTHYECKHUMHU 3a00J1€BaHMASIMU.

Muxaun Anvbepmosuu Mypauixo,
Munucmp 30pasooxpanenus
Poccuiickou @edepayuu

FORUM-ONCO.RU | EVENT@FORUM-ONCO.RU
TEN.: +7 (812) 439-95-82
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Pexnama

HCCIeIOBAHMA. YKe Jyepe3 4ac IoCIe TOCIIMTaIH-
3aI[M HAM COOOIIYUIN TI0 PALIUY, YTO JIeBOYKa
CTpajaeT HawIeCTBeHHOM (pOpMOIt aHTHOHEeB-
pormdeckoro oreka (HAO). DTo BecbMa pefkoe
ayTOCOMHO-IOMIHAHTHOE 3a00/IeBaHue, CBA3aH-
HOe C OTCYTCTBUEM WIH JUCHYHKIe MHTUOM-
Topa C1-5cTepassl IIepBOro THIIA (MHTUOUTOD
cucreMbl KoMiuteMeHTa). [Ipucrymsr HAO conpo-
BOXK/JJAIOTCA MOBBIMIEHHBIM BHICBOOOXKIEHIIEM
OGpaIKMHIHA B Ka4yeCTBe OCHOBHOIO MeIiaTopa
BOCITUTEHUA, YTO JISKUT B OCHOBE KIIMHUYECKHX
TIPOABJIEHUI CUHAPOMA — PEelUIUBUPYIONTIX
OTEeKOB Ha PyKax, HOTaXx, JIUIe, CJIM3UCTHIX
000JI0YKaX JIbIXaTeIbHBIX IyTeH (B YaCTHOCTH
TOPTaHH, YTO TpebyeT HeMeyIeHHOH TOCIIUTI-
3aLWHN) ¥ YKeJTyA0IHO-KUIIEYHOTIO TPAKTA (COIIPO-
BOXKIAIOTCS OCTPO GOJIBIO, PBOTOM U TAKYKE Tpe-
OytoT rociiutanuzanyy). [IpofoKUTEIBHOCTD
TIPUCTYIIA OOBIYHO COCTABJIAET OT 2 [0 5 AHEH.
JleBouKe ObUIO HA3HAYEHO JIEYeHME NKATHOAH-
TOM — CeJIEKTHBHBIM KOHKYPEHTHBIM aHTaro-
HICTOM PelleIITOPOB 6PaJUKUHUHA BTOPOTO
THIIA. DTOT CUHTeTUYECKUI TeKaITeIITH/I, I10 XU-
MUYECKOU CTPYKType OJIM30K K OPaIUKUHUHY,
HO MMeeT B CBOeM COCTaBe IIATh HeIIPOTeHHO-
TeHHbIX aMIHOKUCTIOT. [TOCKOJIBKY POCT KOHIIEH-
Tpalyy OPaAKIMHIHA — KII0Y€BOM MOMEHT
pasButuA ocrporo npucryna HAO, KOHKy-
PEeHTHBII aHTATOHU3M MKATUOAHTA II0 OTHO-
IIIeHUIO K PellerTopaM OpafKUHIHA II03BOJIET
KyIIIPOBaTh HeXKkeylaTeIbHble 3(P(eKThI.

Y MOJIOIBIX 3A0POBBIX JOOPOBOIBIIEB UKATH-
6aHT B 032X 0,80 MI/KT B TeyeHve Gosiee 4 4acos,
1,50 wu 0,15 MI/KT B CYTKU B TedyeHUe 3 CyTOK
TIPeJIOTBPAIAT PA3BUTHE OPAIVKIHIH-NHIYI-
POBaHHOM TMIIOTeH3UM, Ba30AWIaTallun U ped-
JIEKTOPHOY TaxuKapauu. [Ipernapar nposasisgeT
CBOMCTBA KOHKYPEHTHOTO AaHTarOHUCTA JJa’Ke
TIpY YBeJIMIEeHUY pa3pelIalomeii 10361 6pafy-
KUHUHA B 4 pasa. KpaiiHe Ba)KHO OT/IMYATh U30-
JINPOBaHHbIM aHTMOHEBPOTUYIECKUI OTeK, IIpo-
TEeKAIOIUIA 63 JOIIOIHUTEILHBIX CUMIITOMOB,
OT COIIPOBOXKAAIONIET0CA U3MeHeHHeM O0IIIero
COCTOAHUA OOJIBHOTO, B TOM YHCJIe ITOKa3aTesieit
CepIevYHO-COCYUICTOM CUCTEeMBI (TUITOTeH3UH,
TaxUKapAyA U Ap.). JuarHocTHKa IpoCTa, JIMIIb
KOI7Zia KIIMHUYeCKHe IPU3HAKY aHTHOHEeBPOTHU-
YEeCKOTO OTeKa O4eBUIHBI. Teparti 3aK/II09aeTcs]
B ITIOZKOXKHOM BBeZfieHNU 30 MT MKaTUOAHTa,
TOIJ]a KaK paHee aHTHOOTeK JISYWIN KOHI[eHTpa-
ToM uHrI6UTOpa Cl-3cTepassl YemoBeka (bepu-
HepT). B rydae kpaliHeli OIIaCHOCTH JIA KU3HU
IIPY OTCYTCTBUU CIen(IIeCcKoro Ipermapara
AIETePHATUBON MOXKeT ObITh BBeJIeHIIe CBeXKe3a-
MOPOXKeHHO! IUTa3MbL. BBIly PeIKOCTH JAHHOW
TIaTOJIOTMY Bpa4Yy He IMEIOT OIIbITA ee AMarHo-
CTVIKY U He ITPOABJIAIOT HACTOPO)KEHHOCTH B ee
orHoureHuY. Hy>KHO IIOMHUTE O BO3MOYKHOCTHU
HAO Bcaxuii pas, Korza y IarpieHTa OTCyTCTBYeT
PeaKIVA Ha TPAIUITOHHYIO TePAIIMIO AHTIOHEB-
POTUYECKOIO OTeKa IIPY BTOPUYHBIX JUIEpride-
CKHX PeaKIAX.
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[MepBMYHbIE MMMYHOAE(UNLNTDI:

ANarHoCTmkKa um fnneveHme B CtaumoHape KpaTtkoBpeMEHHOIro I'Ipe6bIBaHI/IFI

brnarofgapsi OTKPbITUIO U LUMPOKOMY BHELPEHWMIO B MPaKTUKY HOBbIX FTEHETUHECKNX METOLOB ANarHOCTUKN MNEPBUYHbIX
nMmyHoaeuuntHeix coctossHmi (MNMVILC) sty pacctpovicTBa B riocriegHne 10 nieT cTanmv BbisIBIISITb HAMHOIO 4Yalle.

Anekcen
BagumoBunu
MWOHKNH

K.M.H., 3aB. CTaUMoHapoM KpaTKOBPEMEHHOIO
NeYeHus, H.C. oTAena HeMpPOOHKOIOrnM, reMaTosior
DIrBY «HaupoHanbHbIM MEOVLIMHCKUIA UccnenoBa-
TeNbCKWUIA LIEHTP [ETCKOM remMaTosnorum, OHKOMOrum un
MMMyHOorMm nmexn Omutpus Poradesa» MyH3gpa-
Ba Poccumn, Mocksa

IMJC — 3T0 GosbIast, KIMHUIECKU PasHo-
poAHasA rpyIa 3a60IeBaHUi, BO3HUKAIO-
IMUX B pe3yJIbTaTe reHeTUIeCcKU 00yCIOB-
JIEHHBIX Je(eKTOB UMMYHHOU CUCTeMBl.
biaromapsa JOCTHXKeHUAM COBpeMeHHON
MeJUITUHBI U3 KpaliHe pefKuX 3aboeBa-
Huii [TMJIC npeBpaTUINCh B OTHOCUTEBHO
pacipocTpaHeHHbIe, MaHU(eCTUPYOIIye
B JIIOOOM BO3pacTe Pa3HOOOPA3HOM CHMIITO-
MaTHUKOU — OT TKeJIbIX MHQEKIMOHHbBIX
OUIOXKHEHMU, ayTOMMMYHHBIX U ayTOBOC-
MIAJIUTEbHBIX IPOABIEHUN 10 Pa3BUTUA
Pa3IMYHBIX OHKOJIOTMYECKUX 3a00IeBaHUIA.
ITosToMy IanieHTaM C JAHHOM HO30JIO-
rvell, IOMUMO KOHTAKTa C UMMYHOJIOTOM,
TpebyeTcs HabMoAeHe MHOTOIPO(GIUIb-
HOU KOMaHZIbI CIIeIATINCTOB.

Bompoc opraHu3anyiy IMMYyHOJIOTHYeCKON
aryk6b1 B PO crout octpo. Memarot reorpa-
(rraeckyie 0cO6€HHOCTH CTPAHBI C yAAJIEeH-
HOCTBIO TEPPUTOPH, CyIleCTBeHHbIN Heflo-
CTaTOK Bpadel neuaTpuiecKoro mpoduis,
B TOM YHCJIe UMMYHOJIOTOB, a TaKXe OTCyT-
CTBHUE OIIbITA BeZeHusA nanueHTos ¢ ITU]IC.
Bce 3TO IpUBOAUT K TUIIOAUATHOCTUKE JaH-
HOU I'PYIIITBI 3a00/IeBAHUM, 3a/IepKKe CPO-
KOB IIOCTAaHOBKM JMIarHO3a ¥ Hadajia Tepa-
IIUY, a 3HAYUT, U paHHeN UHBAIUIU3AIIIN
U BBICOKOM CMepTHOCTHU ITariueHToB. Emre
ofHA mpobyieMa CBA3aHA C OTCYTCTBUEM
YCJIOBUY 1A JUATHOCTUKU CTONIb PeIKUX
HO30JIOTUI, HallpUuMep CIIelNalIU3UPOBaH-
HBIX JJaBOPATOPUI, BHITONHAIOIINX YHU-
KaJIbHbIe JOPOTOCTOANTIe UMMYHOJIOTTTYe-
CKUe WIN reHeT4ecKye UCCIeJOBaHUA.

K HaubGosee pacmpocTpaHeHHbIM (popMam
[MM]IC OTHOCAT CUHAPOMAIbHbIE 1 UMMYHO-
JepuIIUTHI C HapyllleHreM CHHTe3a CIlely-
duyeckux anTuren. Ilo ganHbBIM Poccuii-
ckoro perucrpa IINAC, ux cymmapHoe
KOJIMYeCTBO JOCTUTaeT II0JIOBUHBI BCeX BbLIB-
JIEHHBIX CJIy4daeB. [Ipu 3TOM, 110 JaHHBIM
peruvcrpa EBporrelickoro o6mecTsa 1o uM-
MmyHozedurutaM (European Society for
Immunodeficiency, ESID), Ha jo/mo ryMopatb-
HbIX [TUC mpuxoguTcs 55 % OT OOIero
KOJIMYeCTBa 3TUX UMMYHHBIX PaCcCTPOMCTB.

OCHOBHOH ITaTOT€HEeTHMYEeCKUU MeTOJI Jiede-
HUA rymopaibHbIX [1T1]1C — 3amecTuTeb-
HadA TepanuA (3T) c npuMeHeHVeM BHYTpPU-
BEHHOT'O WIX ITOJKOXKHOTO BBeICHUA YeJIo-
BeYEeCKOr0 MMMYHOIJIOOY/IMHA. B Hamen
cTpage pacrpocrpadeHa 3T B Buzie perysap-
HBIX e)KeMeCTYHbIX BBeleHUM BHyTpPUBEH-
HOT0 UMMyHOITOOyvHa (BBUT). PesymbTaThl
ucciaepopauusa V.H. AGpaMOBOIT 1 COABT.

CBUZIETEJILCTBYIOT O TOM, YTO Pery/ApHas
3aMecTuTeNnbHaA Tepanua BBUI mpu ITN]]
CII0COGCTBYET ZOCTOBEPHOMY (CPaBHUMOMY
C TPYTIION 3A0POBBIX JleTell) YIydlIeHUIO
Ka4eCTBa >KU3HU IIAlIMeHTOB U 3aMeTHOMY
COKPAIIIEHUIO PACXO[0B Ha JIeYeH1e OCHOB-
HOTO 3200JIeBaH U €T0 OCIOXKHeHMIL. [Ipu
3TOM, IO AAHHBIM PoccuiicKoro perucrpa
ITM]IC, u3 GoJtee 2 ThIC. ITAIKEHTOB B II0CTO-
SAHHOU Tepanuu npenapatamu BBUTL Hyxzaa-
10TCs 0KOoJIo 50 %. OHa He TpelyeT JIuTeNb-
HOU TOCIUTAIU3aLMUA U MOXeT OCyIIecT-
BJLATHCS B YCUIOBUAX CTAIlIOHAPa KPAaTKOBPe-
MeHHoro JiedeHu:A (CKJI).

K apyroii pacripocTpaHeHHOM rpyIiie OTHO-
CAT CUHAPOMBI AM3PeryIALNY, XapaKTepU-
3yIoIIyiecs pa3BUTHEM Pa3IMYHbIX TAKeIbIX
ayTOMMMYHHBIX OCJIOKHEHUU. B ux jeve-
HUU, IOMHMO UMMYHOCYIIPeCCUBHOMU Tepa-
TIMY, UCIIOIb3YIOT Pa3jInyHble TapreTHbIe
TIpemiapaThl, HallpUMep CUPOJINMYC — UHTH-
outop mumenu panamunuHa (MTOR-I),
a TakKe MOHOKJIOHAJIbHBbIe aHTHUTeJIA
(puTyKCcHMa6). IHUITUATIYA TTOA00HOI Tepa-
TINY ¥ KOHTPOJIb ee d(p(PeKTUBHOCTH TaKxke
MOTYT OCYIeCTBIAThCA Ha 6aze CKJL

PaHHAA IMAaTHOCTHKA U afieKBaTHAA Tepamua
TI03BOJIAIOT BO MHOIMX CJIy4asX IIOJIHOCTBIO
BoUIeunTh [TUJIC 1160 CTaGIN3NPOBaTh
COCTOSIHHE U JOCTUYb HOPMAJIBHOIO Kaye-
CTBa KU3HM OOIBHBIX. MHOroOOpasue HO30-
sgorudeckux (popm IMNJIC 3HAYUTETBHO
YCIIOXKHAeT JUArHOCTUYeCKUH MyTh, II0-
STOMY TAKVIM ITAIIeHTaM HeOGXOIUMO YIIyo-
JIeHHOe 00CyIeloBaHe U JleueHue B CIIeIr-
QIM3MPOBAHHBIX CTAallMOHApax. A 3TO Tpe-
OyeT pallMOHATIBLHOM OPTaHU3AIUY MeJ-
ITHCKOM oMoy namyentam ¢ ITHJIC.

Knuaudeckuit caydait 1

Y manpumka A. (2016 r.p.) ¢ paHHero Bos-
pacTa OTMeJaJIMCh 33flepXKKa IICUXOMOTOP-
HOTI'0 M (pU3MIeCcKOro pa3BUTHA, PaCIIeInHA
BEepPXHEro Hé0a, 4acThIe SIHU30AbI 0OCTPYK-
TUBHBIX OPOHXUTOB, a TAKKE TIOCTOSHHBIN
NIPONYKTUBHBIN Kalllesb. B Bo3pacre 1 roza
IIpY IUIAaHOBOM 0OCJIeZOBAaHUU BIIEPBBIE
OBUIO BBLABJIEHO CHIDKEHME TPOMOOIIUTOB
JI0 26 TBIC.[MKJI, Tepamusa TPOMOOIITOIIe-
HUU He IIPOBOJWJIAChH, ITOKa3aTeIl BOCCTa-
HOBWIMCh CAMOCTOATENbHO. CILyCTA ITOJIT0AA
BO3HUK OY€PEITHON 3MU30[] TPOMOOIITOIIe-
HUH JI0 26 THIC.[MKJI 6e3 Pa3BUTHA KOXKHOTO
reMOpparunyecKoro CHHAPOMa, IIPOBOAWIAC
Teparmvia BBUT B 103e 1 IJKT C IOTOKUTENh-
HOM TUHAMUKOM. B 2 rofja y MayibuuKa aua-
THOCTUPOBAHBI OPOHXO3KTaTUYeCKas
00JIe3HB (C BBICEBOM U3 MOKPOTBI Haemophilus
influenzae), BpoXKIeHHbIN TIOPOK Pa3BUTUA
OGPOHXOB, a TAKXKe ITOAKOBOOOPa3HAasA IOYKa.
ITo pesynbTaTaM TaHAEMHON MacC-CIIEKTPO-
MeTpUH, JAHHBIX 32 HaCIe/[CTBEHHbIe aMU-
HOALW/IONATHH, OpTaHWYeCKHe alfuflypuu,
JedeKThI MUTOXOHAPUATLHOTO OeTa-OKHCIe-
HUA He TOTy4eHo. TakKe ObUTH MCKTIOYeHbI
MYKOBUCIIUZO03, CUHIAPOM [lu1 JIPKOPIKY, pas-
JIMYHBbIE XPOMOCOMHbBIE aHOMAJIUH.

B CBA3U C OTPULIATENHFHOU AUHAMUKOUN
TPOMOOITUTOIIEHUY TTOSIBIIMICh KPOBOTOUH-
BOCTbB JleCeH U KOXKHO-TeMOpparudecKui

cuHApPOM. PeGeHKa IIPOKOHCYJILTUPOBAT
remarosior HMUL] ITOU. YauTteiBas peHo-
TUIINYeCKHe 0COOeHHOCTH, MHOKeCTBEH-
Hble TIOPOKU Pa3BUTUS, TAKeJIbIN NHPeK-
IIUOHHBIN aHaMHe3, PEeKOMEeHJO0BaHO
JasbHellee HaOIIOAeHYe Y MMMYHOJIOTa
CKJL IIpu OCTYIUIEHUU OTMeYaInCh 060-
CTpeHre XPOHUYECKOro OpOHXUTA (C1abo-
TIPOAYKTUBHBIN KallleIhb C TYCTON THOMHOM
MOKPOTOH, cy6deOpuinTeT) U OCTPHII
Ha30(apUHTUT, KyIIMPOBaHHbIE G1arofaps
KOMIUIEKCHOM Teparmu.

IIpy ocMOTpe BBIABIEHBI JUCILUIACTUYHbIE
4epThl JINIIA, TUIIePTeJIOPU3M, JJIMHHBIE
IJIa3Hble IeJH, OTTOIbIPEeHHbIe MATKHE
VIOHBbIE PAKOBHUHEI, a TAKXKe MPAaMOPHOCTb
KOXH (POT0). MBIIIEYHBIH TOHYC IOBBIIIEH
TI0 CITACTUYeCKOMY THILY. AyCKYJIETaTUBHO
BBICJIyIIUBAJINCh MHOXXeCTBeHHBbIe IIPO-
BOZIHBIe XpUIIBL. [IcxopedyeBoe pasBUTHE
B 3 rozja: pe6GeHOK IlepeBOpPaYMBaETC,
CaUTCA, CUUT, BCTAeT C OIIOPOH, CaMOCTo-
ATEeJIBHO He XOAUT, He ITOKa3bIBaeT YacTU
TeJa, He PasjIuyaeT I[BeTa, IPOU3HOCUT
OTZeJIbHbIE CJIOBA.

B remorpamMme ompesesnsiiach TpPOMOOIU-
TOIIeHUS (MMHUMAJIBHO 0 30 THIC./MKII),
B OMOXUMUYIECKOM aHAIM3e — WIUOIATH-
YecKoe ITOBBINIEeHNEe TPAHCAMUHA3 ITedeHU
(AJIT — o 140 E[lfn, ACT — mo 130 E[J/xn),
B IVHAMUKe ITI0Ka3aTeJId BOCCTAHOBIIVIChH
JI0 HOPMaJIbHBIX 3HaYeHU. [Tpy UMMyHO-

®doT10. PeHoTUNMYecKne 0CoO6EHHO-
CTW naumeHTa A.

¢peHOTUNUPOBAHUU JUMQPOIIUTOB BBIAB-
JIEHO YMepeHHOe CHIKeHUe IOMyIAluN
x1eTok CD19* 1o 560 KJI./MKJI, KOHIIeHTpa-
LY UMMYHOIJIOOYJIMHOB B KDOBY — B IIpe-
Ienax pedepeHCHBIX 3HaYyeHU. [1o maH-
HBIM aHaIN3a SKCIIU3UOHHBIX KoJel V(D)
J nepectpoiiku reHOB T-KJIETOYHBIX pellel-
TOPOB ¥ MMMYHOIJIOOYJINHOB, YPOBEeHb
TREC —po 743 (HopMa: 1200-11 000) Korruit
Ha 100 TBIC., ypoBeHb KREC — 110 462
(HopMma: 1300-14 000) xomnuit Ha 100 ThIC.
(Tab:m.). OKUCIUTEeNbHASA AKTUBHOCTD I'Pa-
HYJIOLIUTOB IIOCJIe CTUMYJIAILIUY — B IIpe-
Jenax HOpMEI. [lo pesysbTaTaM MyJIbTH-
CIUpaTbHON KOMIIBIOTEPHOM TOMOrpadum
OPTaHOB IPYAHOM KJIETKU OGHAPY>KeHBI
pacnpocTpaHeHHble IUINHAPUYECKUe

OPOHXO03KTa3bl HA YPOBHE CETMEHTAaPHBIX
U cy6cerMeHTapHbIX OPOHXOB C IIepUOPOH-
XWAJIbHOW MHQWIbTPALMe!, a TAK)Ke M03a-
WYHAsA THeBMATU3AIA 000UX JIeTKUX. [l
YTOYHeHUA UHPEKITMOHHOTO BO30YAUTENLA
IIpOBeJieHa GPOHXOCKOINA, IIPY MUKPOOUIO-
JIOTUYEeCKOM UCCIIeTOBAHIY OPOHXO0AIBBEO-
JIAPHOTO JIaBaKa orpenessumich H. influenzae,
Neisseria subflava, MUHVMaNbHAA Harpyska
BUpyca dmirreitHa — bapp.

1A yTouHeHUA TeHeTU4eCKUX NMPUYUH
UMMYyHOZAe(dUIINTA B TaOOPATOPUH MOJIEKY-
JspHOU 6momoru HMULL ITOU ogHOMO-
MEHTHO IIPOBOJUJIOCH MOJICKYJAPHO-
TeHeTHUYeCKOe HCCIeJoBaHHe MeTOAOM
CeKBeHMPOBAHU HOBOT'O TOKoyIeHU: (Next
Generation Sequencing, NGS), maHesns
«MIMMyHoOJIOTHYeCKas», II0 pe3yJbTaTaM
KoToporo B reHe KMT2D BbIABIIeHa OGHOHY-
KJIeOTH/IHAsA HOHCeHC-3aMeHa B TeTepOo3U-
TOTHOM cocTossHNY NM 003482: ¢.15379A>T,
p-Lys5127Ter. C yueToM BHIABJICHHOMN MyTa-
LMY ¥ COBOKYTTHOCTY KJIMHWYEeCKUX IIPU3Ha-
KOB ((eHOTHMIMYecKHe OCOOEHHOCTH,
3afiepXXKa IICMXOMOTOPHOTO U (hJM3MIeCKOro
pa3BUTHA, paclieJHa HEGA, AaHOMAIUU
IbIXaTeJIBbHOM W MOYEIIOJIOBOM CHCTEM,
VIMMyHHAas1 TPOMOOIIITOIIEHNS, OTATOINEH-
HbIN MH(QEKIMOHHBIM aHaMHe3) y peGeHKa
ObUI AUATHOCTUPOBAH cuHApoM Kabyku.

B cBA3U ¢ UMMYHHOI TPOMOOIIMTOIIEHHEeH
pebeHKy ObUIa MHUIIMUPOBAHA IATOTeHETH-
YecKass UMMYHOCYIIDeCCUBHAA TepaIus
MuKO(eHosIaToM ModeTIIa, a TAKXKe pery-
sapHas 3T BBUT 111 koMiieHcanyy fedekra
crrenu(pIecKoro aHTUTEI000PA30BAHUA
ILTIOC TPO(IUIAKTIYeCKas aHTUOAKTePUAITh-
Has Tepanu. [1o pe3yssraTaM KOHTPOJIBHBIX
HCCIe0BAaHUU B OTJeJIeHUU OTMedayca
reMaTOoJIOTMTYeCKUM OTBeT B BUJIe IIOBBIIIIe-
HUSA YPOBHSA TPOMOOIUTOB. C yIeTOM CTabu-
JIN3aLI TeMaTOJIOTHYeCKUX ITOKa3aTesiei
PeKOMeH/IOBaHbI KOHCYJIbTAIlUA YeJIoCT-
HO-JIMLIEBOI'O XUpypra U pacCMOTpeHUe
BOIIPOCA O IMPOBeJIeHNM YPaHOIUIACTUKU.
[Tpu TOBTOPHOM FOCITUTATM3ALINY ITOTBED-
JIach peMUCCHS ayTOMMMYHHBIX ITPOsIBIIe-
HUU Ha GoHe Tepanuu MUKO(peHOIaTOM
ModeTmia. OFHOM U3 BeAyIIUX IpobaeM
TareHTa ObUIO XPOHMYECKOe GPOHXO0JIeroy-
HOe Iopa)keHue.

Knuauyeckuit cxygau 2

Masnpuuk b. (2009 r.p.) oT nepoui Gpu3u-
0JIOTUYeCKON 6epeMeHHOCTH, IepBBIX
CaMOCTOATENbHBIX POJIOB, C HOPMATbHBIMU
AHTPOIIOMETPUYECKMMU IIOKa3aTesIMU.
PaHHUI TepUOZ )KU3HU IIPOTeKaJI 6e3 0co-
6eHHOCTeH. B 5 JIeT mocje mepeHeCeHHOTO
NHQEKIVOHHOTO MOHOHYKJIeo3a IOABU-
JIUCh BBIpayKeHHBbIN TuMponponudepaTus-
HBIM CUHJPOM (CIUIEHOMeTAINA A0 +13 cM
M3-TIOZI, Kpas pebepHoi ayru, tuMdageHo-
[IaTHA) ¥ yMepeHHasA TPOMOOIUTOIIEHUA.
PeGeHOK yINTEIBHO HAOMIOAAICA B IIPO-
(pMIPHOM OHKOreMaTOJIOTMYEeCKOM OTAe
JICHUU TI0 MeCTY >KUTeJIbCTBA, I7e UCKIIIOo-
qunu remob6sacro3. IIpu mepecmoTpe
pe3yJIbTaTOB GHOIICHUY JTUMQpATHIEeCKOr0
y3ia B HMIL] JITOU BbIAB/IeHBI peaKTUBHEIE
U3MEHEHHU.
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Taénuua. OcHOBHbIe rnokasaTesiv naLueHToB

MNMoka3atenb MauwmeHT A. MauwueHT B. Hopma
NevikoumnTbl, x10°%/n 22,900 6,600 7-12
feMorno6uH, r/n 132 121 115-160
TpomboumTsl, r/n, x10%n 42 153 150-400
Hentpodomnbl, x10%n 15,400 2,300 2,270-5,660
Mpamas npo6a Kym6ca 1+ OtpuuarensHas OtpuuarenbHas
MmmyHorno6ynuH A, r/n 0,816 MeHee 0,257 0,300-1,500
UmmyHornobynuH M, r/n 1,110 MeHee 0,181 0,600-1,800
UmmyHornobynvH G, r/n 9,990 31,800 4,000-14,600
CD3+, x10%n 3,190 1,800 1,400-2,500
CD3*/CD4+, x10%n 1,814 0,270 0,900-2,000
CD3+/CD8*, x10°%n 0,907 0,770 0,600-1,900
CD19*, x10%n 0,562 0,421 0,700-1,300
CD19+/CD27+, Ig D, % 0,138 - 8,700-25,600
CD3/CD16/CD56*, x10%n 0,560 0,263 0,276-0,896

1200-11 000
TREC, x10%neuk. 743 - Konumn

Ha 100 TbIC.

1300-14 000
KREC, x10%neuk. 462 - Konumn

Ha 100 TbIC.

B 10 jieT BIlepBble IIPOKOHCYJIBTUPOBAH
uMMyHosoroM. [Ipu uMMyHO(peHOTUTIIPO-
BaHUY BBIABJIEHO 3HAYUTEIHHOE IIOBbIIIIe-
HUe JlyOJIb-HeraTUBHBIX TuMdonutoB TCRab
CD3*CD4CD8 — okoimo 19,95 %, rumnepram-
Marmo6ynmuHemus (IgG — 31,8), mosbliire-
HUe ITUaHOKOOaIaMUHa B KPOBU — GoJtee
5000 nr/mi. IlosyyeHHbIe TaHHBIE COOT-
BEeTCTBYIOT JUAarHOCTUYECKUM KPUTePUAM
ayTOUMMYHHOTO JIUMGoIIpordepaTUBHOTO
cuHApoMa. PeGeHOK ITOCTYIIWI B OT/ie/IeHTe
CKJI HMUL, ATOU 1A NOATBepXIeHUA

IMUJC u BbIOOpa TAKTUKYU JiedeHu:A. [Ipu
nocrymwienuu B CKJI Habmogarack BeIpa-
>KeHHas JuMdaZeHonaTuA: Ipy Malbla-
WU B MIeHHBIX TPYIIIaX — A0 3 CM, B IIOJ-
MBIIIIEYHBIX (OOJIbIIE CJIEBA) — [0 2 CM, [1aX0-
BBIX — JI0 2 cM. JInMQOy3/1bl IOABIKHEIE,
6e360JIe3HeHHbIe, TUIOTHOIJIACTUIECKON
KOHCUCTeHIIUY; renaToCIJIeHOMeraIud
(megens +3,5 cM U cele3eHKa +8 CM U3-TIOf,
pebepHO¥ ayru). BhIABIEHBI JerKasd
TPOMOOITUTOIIEHUA, TIOBBIIIEHNE YPOBHS
BUTaMuHa B, 10 5119 nr/mi, cHIKeHHe

MMMYHOIIOOY/IMHOB KJIaccoB A < 0,257 T,
M < 0,181 11, IpY 3TOM UMMYHOLJIOOY/INH
G mossleH 1o 30,4 r/i1. B pacmuperHoM
MMMYyHO(MEeHOTUIINPOBaHUY JTUM(OLUTOB
o6painano Ha ce6s BHUMaHUe yBeIYeHre
TIOIYJIAIVH IyOTb-HeTaTUBHBIX TUMGOLH-
ToB CD3/TCRab* CD4-CD8- 10 16,50 %. O6Ha-
PY»KeHbI IPU3HAKU TellaTOCIUIEHOMeTUINH,
BHYTPUOPIONIHOM TMM(}aJeHOIATHH, YBeJTH-
4YeHHe BCeX OCHOBHBIX IPYIII TUM(Oy3/I0B
BIUIOTH 0 3 cM. Takyke B OT/Ie/IeHUH ObLIO
IIPOBEIEHO MOJIEKY/IIDHO-TEHETUIECKOe
HCCIe0BaHue IIyTeM CeKBeHUPOBAaHUA
no CeHrepy reHa FAS u BbIfABIeHa MyTa-
1A B HeM €.568+1G>A B reTepOo3UrOTHOM
COCTOSIHUU.

TakuMm 00pa3oM, peGeHKy C JIUTENTbHO
CyIIeCcTBYIOIIUM JTUM@OIpoaudepaTus-
HBIM CUHJPOMOM (YBeJIMUeHUe celle3eHKH,
nedyeHu, JUM(DaTUIECKUX Y3JI0B Gosee
6 MecsAIeB), CO 3HAYMMBIM ITOBBIIIEHUEM
coziep>KaHuA OMOJIOTUYEeCKUX MapKePOB
B KpOBM (00IIero BuTaMuHa B, — 6omee
1500 rir/mut, JHT-ketox [TCRab* CD3*CD4~
CD8] — Goitee 6 %), U3MEHEHUsIMU B TeHe
FAS, 4To yRoBiIeTBOPSAET AMATHOCTUIECKIM
kpurtepuam ESID, GbLT JUarHOCTUPOBAH
IIePBUYHBIN UMMYHOJe(PULIUT — ayTOUM-
MYHHBIN JuMponponudepaTUBHbIA CUH-
JIPOM. YIUTBIBAsA BBIPAKEHHOCTh KINHU-
YeCKUX IPOSIBIEHUH, B OT/eJeHUU pe-
6eHKy ObLIa MHUIIMMPOBAHA IIaTOTeHeTHU-
yecKas Tepalya CUPOIMMYyCOM U3 pacyeTa
2-3 Mr/M?, TOGOYHBIX PEaKII Ha JedeHre
He 0TMeYayIoch, ObUIA JOCTUTHYTA afleKBaT-
HadA KOHIIeHTpaluA IIpelnapara B KPOBH.
Ha sToM doHe oTMeUYeHO COKpalleHUue
suMdonponudepaTUBHOIO CUHAPOMA,
OHAKO NIPEeACTOUT OLleHUTh 3P (HeKTUB-
HOCTB Tepaluy B IUHAMUKe.

Jia nuarnoctrku AJITIC UCIIONb3yIOT KpU-
tepuu ESID. Ha poHe MeguKkamMeHTO3HOTO
KOHTpoJA JduMdonpoarndepaTUBHBIX
U ayTOMMMYHHBIX IIPOABJIEHUN C UCIIONb-
30BaHMEM HeCTepOUIHBIX NIPeapaToB IpU
CBOEBPEMeHHO Ha4aToOM Tepaluy IPOTHO3
y nanueHToB ¢ AJIIIC mocTaTo4yHO He-
11oxoi. ITpu AJITIC akTUBHO TPUMeHAeTC A
CHUPOJIUMYC (PallaMHUIINH) — UHTUOUTOD
6enxka mTOR. Takke B KadecTBe 3 dek-
TUBHOM 6a3WCHOM MMMYHOCYIIPECCUBHOM
Tepaluu B IUTepaType OIKUCAHO IIPUMeHe-
HUe MuKo(peHosaTa ModeTmia. B Taxe-
JIBIX, pe)paKTepPHBIX K KOHCepBATUBHOM
Tepaluu cilydadax y nanueHToB ¢ AJIIIC
cJleflyeT pacCMOTPeTh BOIIPOC O IIpoBeje-
HUM TPAaHCIUIAHTAIMU TeMOIO3TUIEeCKUX
CTBOJIOBBIX KJICTOK.

BMECTO 3AKJTHOHEHUSA

K I[TN/IC oTHOCATCS TeTeporeHHbIe 3a00s1e-
BaHWI C OY€Hb BaprUabeIbHbIMU KINHUYe-
CKUMHU HPOABJIEHUAMHU, TUATHOCTUKA
U JIeueHre KOTOPBIX IPEICTABJIAIOT OIIpe-
JleJIeHHbIE CJIOKHOCTU. B OOJIBIIMHCTBE
corydaeB maruenTam ¢ [TUIC TpebyioTcsa
BBICOKOTEXHOJIOTUYHAA MeJUIIWHCKAs
TIOMOIIb, IOPOTOCTOSIIIe METObI AVATHO-
CTUKU U MATOT€HEeTUYECKOTO JIeUeHUsI.
B 3aBHCHMOCTY OT TSKECTH COCTOSHUA 3Ha-
YyTeNbHAA YaCTh [TAI[IeHTOB He HyK/IAeTC A
B JUIUTETLHOM TOCTIUTATM3AIY, M MOXKHO
oMo4b U B ycimoBuax CKIL

Ha mpumepe 1ByX IIpeACTaBIe€HHbIX KIMHU-
4YeCKHUX CIy4aeB IIallMeHTOB C Pa3HbIMU
Ho3osorudeckumMu popmamu ITN] noka-
3aHO, 4TO B yoroBuax CKJI GosbHbIE MOTYT
IIPOUTH KOMIUIEKCHOE 00C/IeflOBaHMe, IIO-
TBEPAUTD JUATHO3 U ITOJIyIUTh HeOOXO0AY-
MOe IIaTOTeHeTUYeCKOoe JIeYeHHUe.

KAP3UBA (auHyTykcuma6 6eTa) - eAUHCTBEHHDIN aHTU-GD2
MMMYHOTEpPaNneBTUYECKMM NnpenapaT, peKoMeHAoBaHHbIN SIOPEN
B KaYyecTBe CTaHAapTa noaaepXxusawowen tepanmm HB BbICOKOro
PpUCKa, a TaK)XXe npu peumamBax m pedppakrepHbix popmax HB.?

— Mpenapat KAP3WBA yny4JlwaeT 4OITOCPOYHYIO BbIXXMBAEMOCTb

MO CPAaBHEHUIO C HEMMMYHOTEPANEBTUYECKUM SIeYeHMEM
Yy NaumeHToB ¢ HB BbICOKOIO pMCKa, a TaKXKe y MaLeHTOB
C peunavBamMu/pedpakTepHbiMU dopMamMm HE'2

— Tepanuga npenapatoM KAP3WBA no3BosigeT npeonosieTb Nopor
NAaTUAETHEN BbXKMBaeMocTh 6onee 60% MaLMeEHTOB U MOBbLICUT

LLUAHCbl Ha n3ne4yeHue'

— be3onacHocTb Teparini nogreBep>XgeHa B paMKaXx KITMHNYECKUNX

mccnenoBaHum 6onee, yem y 600 maumneHToB B Mupe®

- Mpenapat KAP3UBA 3apeructpupoBaH B Poccum, J1M-008352

o1 15.07.2022*
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Kap3unba

OnHyTyKCcumab 6eTa
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1. QARZIBA® (dinutuximab beta). Summary of Product Characteristics. Available at: https://mww.medicines.org.uk/emc/product/9441. Accessed: July 2022. 2. Ladenstein R, et al. Cancers. 2020;12:309. 3. European Medicines Agency.
Assessment Report. Dinutuximab beta. EMA/263814/2017. 4. VIHCTRYKLMS MO MEAMUMHCKOMY MPUMEHEHMIO TekapCTBeHHOro npenapata KAP3MBA (amnHyTykcMab 6eTa), 2022, www.grls.rosminzdrav.ru/grls.aspx?s=amHyTyKcrma6%20

6eTa&m=mnn.

PerncrpaunoHHbI HoMep: J1M-008352-15072022. ToproBoe HauMeHoBaHWe npenapata: KAP3VBA. Mexay-
HapoAHoe HenaTeHTOBaHHOE MU FPYMMNMPOBOYHOE HAaUMeHOoBaHUWe: AnHyTYyKcMab 6eTa. JlekapcTBeHHas
$opMa: KoHLEeHTPaT 4719 MPUIOTOBNEHMA pacTBopa ANs MHOY3MI. dapMaKoTepaneBTMYecKas rpynna: aHTuHe-
onnacTnyeckne CpeacTsa, MOHOK/IOHaNbHbIe aHTUTeNa. PapMaKoiornyeckme CBOMCTBa: ANHYTyKCMMab 6eTa
npeacTasnseT cobor XMMepHoe MOHOKIOHaNbHoe aHTuTeno IgGl, cneundrnyeckn HaLleneHHoe Ha YrneBOaHbIN
dparMeHT ancrnanoranrnuosnaa 2 (GD2), KOTOpbIM B BICOKOW CTEMEHU 3KCMPECCUPYETCH Ha KNeTKax Helnpob-
NacToMbl. Moka3aHWUsi K MPUMEHEHMIO: NeYeHKe HelpobNacTOMbl BbICOKOTO prcKa y MalMeHTOB B Bo3pacTe oT 12
MecsILeB W CTaplue, paHee NosyvaBLUMX MHOYKLUUOHHYIO XMMUOTePANMIo U JOCTUILLMX, MO MeHbLLEN Mepe, Ya-
CTUYHOrO OTBETa, C MNOCeyoLLEeN MenoabnaTuBHOM Tepanunein 1 TpaHCrNaHTaLMen CTBOMOBbIX KIETOK, @ Takke
Y NaLUMEHTOB C peLManBMPYIoLLEN UK pedpakTepPHOM HEeMPOBNacTOMOWM B aHaMHese, C OCTaTO4HOM 6OoNe3HbIo
unu 6e3 Hee. lNepep nedyeHnemM peunamBrpyloLLen HelpobnacToMbl cnedyeT 4obuTbea cTabunmsaunn noboro
aKTVMBHO MporpeccupytoLLero 3abonesaHyis ApYrMmn NoaxogaLmMm MeTogamum Tepanin. Y naumneHToB ¢ peunan-
BUPYIOLWMM/pedpakTepHbIM 3a60/1€BaHMEM 1 Y MaLMEHTOB, KOTOPbIE He AOCTUMIN MOMHOrO OTBETa MOC/e NepBom
NUHUK Tepanun, Nnpenapat KAP3MBA cnefyeT KOMOWHMPOBaTb C MHTEPNenKuHoM-2 (MJ1-2). MpoTuBoMNoKasaHusa:
rmnep4yBCTBNTENDBHOCTD K ﬂe\ZCTByPOLU,eMy BewecTBy M K J'HO6OMy 13 BCrOMOraTe/lbHbIX BELLeCTB npenapaTa.
OcTpasa 60ne3Hb «TPaHCMAAHTAT MPOTUB X03sWHay (BTT1X) 3-1 UK 4-11 CTENEHWN TAXECTU M PacnpoCTpaHeHHas
XpoHu4eckana BTTX. BepeMeHHOCTb, Neprof, rpyaAHOro BCKapmMnsaHus. Cnoco6 NpUMeHeHMs 1 Ao3bl: npenapat
KAP3VBA cneflyeT BBOOMUTb TONbKO B YCIOBUAX NeUebHOro ydpexxaeHns 1 cTporo nod HabnoaeHem spava,
MMEIOLLLErO OMbIT B NPOBEAEHUM MPOTUBOOMYXONEBOWN Tepanuu. NpenapaT 4oMKeH BBOAUTLCA MEANLMHCKMM
PabOTHMKOM, KOTOPbIN 0ByYeH KynUpoBaHUIO TSXENbIX anfepriyeckmnx peakuni, Brovas aHapunakcuio, B yc-
NOBUSIX HEMOCPEACTBEHHOM AOCTYMHOCTY CPEACTB AN NMPOBEeAeHNS peaHMaLMn. PeXxuM BBeaeHUs: JleueHrie
npenapatoMm KAP3UNBA coCcTouT 13 5 NocnenoBaTebHbIX KyPCOB, MPOLAO/IKUTENTBHOCTb KaX40ro 13 KOTOPbIX CO-
cTaBnsaeT 35 gHen. VIHAMBKMAYanbHY0 O3y ONpeaensaoT Ha OCHOBE MIOLLAAM NOBEPXHOCTUTENA, M OHa LOMKHa CO-
CTaBNATb B 06Wen CNoxHOCT 100 MriM? Ha Kypc. BO3MOXHbI ABa Crocoba NpuMeHeHWs: HerpepbiBHasd HQY3Ms
B TeueHMe nepsbix 10 AHen Kaxaoro Kypca (B 06Leit CIoXHOCTM 240 4) B cyTouHOM fo3e 10 Mr/M% 5 exkeiHeBHbIX
nHbY3MM No 20 Mr/M2, BBOAMMBIX B TeUeHWe 8 4, B NepBble 5 AHE Kaxaoro Kypca. ECnu 8 coyeTaHmm ¢ npena-
paToM KAP3WBA BBOOAT WJ1-2, ero cnefnyet BBOAUTL B BUAE NOAKOMXKHbIX MHBbEKLMI 6x10° ME/Mz/CyT., B TeyeHune

Poccuiickasa ®epepaums

OO0 «Dapmamorao» , Poccua, 109428, MockBa, Npocn. Pa3aHcKui,
0.16, cTp. 1, 3Tax 7, nom. |, koM. 3. Ten. +7 495 098 0188

e-mail: info@farmamondo.ru

Mondo

2 Neproaos Mo 5 nocnenosartefibHbiX AHeN, Npu 3ToM obllas [103a Ao/MKHa CocTaBnaTb 60x10° ME/M? Ha Kypc.
[TepBbIf 5-AHEBHbIM KYPC AOMKEH HauMHaTbCA 3a 7 AHeN 40 NnepBon MHOY3UKM AUHYTYKCMMaba 6eTa, a BTopon
5-AHEBHbIN KyPC AO/MKEH HAYMHATLCH OAHOBPEMEHHO C MHPY3Mel AHYTyKcrMaba 6eTta (gHu ¢ 1Mo 5 kaxgoro
Kypca AVHYTyKcMaba 6eTa). MobouHoe gencTeume. PesioMe Npodua 6e3onacHoCTU: Be3onacHOCTb ANHYTYKCK-
Maba 6eTa oLleHMBann y 628 NaLmneHToB C peLinanBupyioLLen/pedpaKkTepHOM HeMPOBNAaCTOMOM BbICOKOrO PUCKa,
KOTOpble NofyYanu ero B BUAE HenpepbiBHOM UHOY3MK (212 NauMeHToB) NK B BUOE MHOMOKPATHbLIX exeaHeB-
HbIX MHY3UI (416 NauneHToB). Y 60NbLWNMHCTBa NMalLMeHTOB NpenapaTt KOMOUHWPOBaNu ¢ 13-Lmc-peTHoeBOMN
Kmncnoton, 1y 307 naunentos — ¢ UJ1-2. Hanbonee pacnpocTpaHeHHbIMU HeXenaTenbHbIMU peakumamu (HP)
GbINn NUpekcua (88 %) 1 6onb (77 %), KOTopble Pa3BUBaNmMcb HECMOTPA Ha obe3bonuBatoLLee nederne. dpyrumm
YacTbiM1 HP 6bin rMnepyYyBCTBUTENBHOCTD (74,1 %), pBOTa (57 %), Anapesd (51%), CMHAPOM NOBbLILLEHHOW MPOHM-
LaeMocTu Kanunnapos (40 %), aHeMusa 72,3 %, HerTponeHua 52 %, TpoMboLnToneHna 49,6 %, 1 apTepuanbHad rm-
noTeH3us (42,2 %). Mepeno3npoBKa: COOOLLEHMI O Cyyasx Nepeo3npoBKM AMHYTYKCKMMaba 6eTa He mocTynaro.
B cny4ae nepeno3vpoBKM cnedyeT TWaTeNbHO KOHTPOMMPOBaTb MPU3HaKM UK CUMMN-TOMbl HP y naumeHToB
1 NPOBOAUTL NMOAAEPXKMBaIOLLES NeYeH e, B 3aBUCKMOCTK OT 0bcTosATeNbCTB. PDopMa BbinycKa: KoHLeHTpaT ans
MNPUrOTOBEHWA PacTeopa Aa MHAY3UR, 4,5 Mr/MN. YCnoBus xpaHeHus: Npu Temnepatype oT 2 40 8 °C B opu-
rMHabHOW yNakoBKe B 3alMLLIEHHOM OT CBeTa MecTe. XpaHUWTb B HeOCTyNHOM ANg aeten mecte. [penapaT
KAP3WBA cnepyeT Mcnonb3oBaTb Cpa3y Mocne BCKPbITUS. CPOK FrOAHOCTU: HEBCKPDITHIV GrakoH — 3 roga. He npu-
MEeHSTb MO UCTEYEHMM CPOKa MOAHOCTH, YKa3aHHOro Ha ynakoske. [laTa MCTe4eH s CpoKa rogHOCTM OTHOCUTCS
K nocnegHeMy AHI0 YKa3aHHOro MecsLa. YCnoBua oTrnycKa: oTrnycKaeTcs no peuenTy. MpousBoanTenb: Npouns-
BOCTBO FOTOBOW N1eKapCTBEHHON GopMbl 1 dpacoBKa (MepBuyHad ynakosKka): PeHTwnep buodpapma CE, SpBUH-
PeHTwnep-LWTpacce 21, 88471 NlaynxanMm, lrepmanua Rentschler Biopharma SE, Erwin-Rentschler-Str. 21, 88471
Laupheim, Germany BtopuuHas (NoTpebuTenbckas ynakoBKa) 1 BbiMyCKaloLLMI KOHTPOMb KadecTsa: MUnIMayHT
Xenckeap J11a, Kopnyc 7, Cutu HopT brusHec Kamnyc, CtamannuH, rpadctso MuT, K32 YD60, MpnaHama Millmount
Healthcare Limited, Block-7, City North Business Campus, Stamullen, Co. Meath, K 32 YD60, Ireland. Bnapeneu, pe-
rMcTpaumoHHoro ygoctoepeHusa: OO0 «PapmMamoHao», Poccma 109428, MockBa, Npocr. PasaHckui, 4.16,cTp. 1,
3TaXK 7, MoM. |, koM. 3. Ten.: +7 495 098 0188; e-mail: info@farmamondo.ru. Mepen npMeHeHWeM, NoXKanymcra, 03-
HaKOMBbTECb C MOMTHOM UHCTPYKLMEN No MEAULIMHCKOMY NPUMEHEHUIO NeKapcTBeHHOro npenapata KAP3UBA.

FM-COMM-ONCO-0922-031.
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[MPECC-PEJING

KOHTpPOJIb KPOBOTEYEHUN C POXXAECHUS

lNpeacrasneHHble B 2022 rogy Ha KOHepeHLn AMEPUKaAHCKOIro obLyecTBa remMarosioroB rpoMeXyTo4YHble JaHHbIe
TpeTben gpasnbl uccregosaHnss HAVEN 7 nokasbiBatoT, 4HTO sMmuum3ymab obecriednBaeT 3Ha4uMbIvi KOHTPO/Ib KPOBOTeE-

YeHUN y AEeTEeN C POXLOEHUS.

¢ NccoiegoBanue HAVEN 7 mpoBoAWIOCHh
JUId JajbHeHIIero IoATBepXKIeHNA IIpe-
MMYILIECTB IPOQIIAKTIYECKOIO JIeUeHUA
IIpernapaToM SMHUIU3yMab MJIaJIeHIIEeB
¢ TaKesro GopMoil remodwnu A Ge3
uHrH6uTOpOB dakropa VIII ¢ porkaeHus,
paHee He MOJTy4YaBIINX TePAIIU WIH I10-
JIy4aBIIMX MUHUMAaJIbHOE JIeYeHHe.

e B ncorepoBaHuu y 77,8 % y4aCTHUKOB
He HaOJIIOZATIOCh MM300B KPOBOTeYe-
HUSA, TPeOYIOIIVX JIeYeHVIA.

12 AauBapAa 2023 roga B MoCKBe KOMITaHUA
Roche o6bsABMIa TPOMEXKYyTOUYHbIE pe-
3yJIBTaThl TpeThel (asbl UCCIeJOBAHUA
HAVEN 7, I0Ka3aBIllero, 4To SMUI3yMan
(ToproBoe HanMeHOBaHUe [emn6pa®) mpo-
JIOJDKAeT IeMOHCTPUPOBATD GJIATOIPHUSIT-
HBIN Tpod s 6e30macHOCTY U 3G GeKTHB-
HBIU KOHTPOJIb KPOBOTEYEHUU y MJIa-

JleHIleB (0T poXxJAeHUA A0 12 MmecAles)
¢ Tsoxeno Gopmoit remodmnu A Ges
UHTru6UTOpPOB K (akropy VIIL. ¥V 77,8 %
VYACTHUKOB He HaGII0AIOCh TPeOyIomux
JledeHUA KPOBOTeUeHUH, a y 42,6 % UxX
He ObUIO BOBCe. DT Pe3y/IbTaThl CBUJeTelb-
CTBYIOT B IIOJIb3y IIPUMEHEHU SMUIIU3Y-
Maba B JJaHHOU ITOIYJIAIINY ITaI[eHTOB,
JUIs KOTOPOU OH y»Ke 0f0OpeH BO MHOTHX
cTpaHax Mupa. HoBble jaHHbIe GBUIY IIpeX-
CTapJIeHbI Ha 64-11 eXXerogHol KoHpepeH-
1y AMepUKaHCKOTO 00IecTBa reMaToJio-
roB (ASH), mpomrexeit B HoBom Opiieane
¢ 10 mo 13 mexabps 2022 rozpa.

Bpems yxona 3a MytafieHIIaMU C TSRKesIou Gop-
MO reMopmInu A 3HAYUTEIBHO I UX
ponuTesiell U JIofiel, KOTOpbIe YXaXKUBAIOT
3a HUMU. B pykoBozcTBe BcemupHoi denepa-
Uy reMopmINy CTaHZAPTOM JIeYeHU:A

OBPATUTE BHUMAHMUE

Ha nauueHToB ¢ remopunuen A 6e3 niruéurtopos FVIII

HecMoTpA Ha xopoluee o6ecneyeHne koHueHTpatamu FVIII,
COXpaHATCA HepelWweHHble MeaUuLLNHCKHNe ﬂp06.ﬂeMbI

y NauMeHToB ¢ reModunueit A 6e3 MHrM6uTopoB'™2

r W

Pesynbtatbl uccneposanma CHESS-II

CpepHnan rogosas yactota kposoteuenuit (ABR) > 2 y nauveHTos ¢ ['A 6e3 MHrbutopos

Cpeanee 3Havenve (+SD) ABR

Jlerkan A Cpepnan A

Tepanua
(n=97) (n=199)

o TpebosaHmio
(n=128)

MpogunakTnyeckan Bce

Tepanu (n=580)

(n=156)

Taxenas A (n=258)

Mpo6neMbl, kKOTOpble UCMbITbIBAIOT NauueHTbl ¢ FA:

CHUXeHue
coumanbHomn
aKTUBHOCTHU

MopaxeHue
CycTaBoB

MepexuBaHua

Haunbonblwee enuaHne remopunmm A Ha ka4eCTBO XU3HU OLLY L ANN MALUEHTbI
c TAxkenon A, BHe 3aBUCMMOCTM OT NPOGUNAKTUKM KPOBOTEUEHUI®

YyecTBylOT
MeHbLUUIA
YXU3HEHHbIN
noteHuuan

1

Llenb apdextusHomn Tepanum - () KpoBoTeUeHMit*

CMPOCUTE Y MALUMEHTA NPO KPOBOTEYEHMA. BO3MOXXHO, EMY TPEBYETCA CMEHA TEPAMNUN

*CpenHee 3HaveHue ABR oueHnBanoch Ha 12 Mecalax Tepanium

1.Nissen F, et al. ISTH 2020 (0C 09.3); 2. Nissen F, et al. ISTH 2020 (poster PB0943); 3. Noone D, et al. ASH 2020 (poster 3449); 4. Bertamino et al.

Hemophilia Care in the Pediatric Age. J. Clin. Med. 6, 54 (2017)
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cynTaeTcs pery/IpHad MpoIaKTUKA, Hada-
Tas B paHHeM BO3pacTe, IIOCKOJIbKY UCCIIeJ[0-
BaHMA [TOKA3aJIY, YTO PaHHAA NPOQIIAKTHKA
VIIy4IIaeT JOJITOCPOYHbIe Pe3y/IbTaThl, CHU-
3Kas IIPY 5TOM PUCK BHYTPUUEPEITHOrO Kpo-
BoU3MMAHYA. OMTHAKO MHOTUM JIeTSIM C T'eMO-
(et A mpodIaKTUKY HAUUHAIOT TOIBKO
ToCJIe TIePBOTo To/a >KU3HU 13-32 BBICOKOM
TepaneBTUIECKON Harpy3KU. DMUIIU3yMad
TIPUMeEHAETCA C POXKIeHUA IOAKOKHO C pas-
HOU YaCTOTOM BBeJIeHIsI, [TO3BOJISIA BHIOPATh
OJIVH U3 BAPUAHTOB JIeYeHUA.

«DTU IIepBOHAYAIbHbIE Pe3y/ILTaThI ITOATBEp-
JKIAIOT OSB3y Havasla TepaItiyl SMUITA3yMa-
6OM C POXKIEHUA, YIUTHIBAA, YTO paHHee
TpodrIaKTIYeCKoe JieueHre IMeeT BLKHOe
3HaYeHUe i1 MIaIeHIIeB,— OTMeTIUI JleBu
Tappayait, JOKTOp MeJUITMHCKIX HayK, IJIaB-
HBIA MEIULITHCKUM TUPEKTOP U PYKOBOAY-
TeJTh OT/IeNIa IOOATHPHOTO PA3BUTHA MPOIYK-
1y KomraHuu Roche.—I'emodumisa moxxeT
CyIIeCTBEHHO CHU3UTh KaueCTBO >KU3HU
MMAIFIeHTOB C CAMOTO PAHHETO BO3PACTa, YTO
0COBEHHO TSKEJTO /I POTUTEITe U JIIoel,
OCYIIeCTB/IAIOIINX YXOZ, 32 HUMU. MBI IIpo-
JIoJKaeM U3y4JaTh ITOTeHITUATbHbIe IIPerMy-
IeCTBA SMUIM3yMaba st IIMPOKOro Kpyra
TAITUeHTOB C reMo(ruieit A».

HAVEN 7 — 5T0 MHOTOLIEHTPOBOE OTKPBITOE
uccnenosanue Il ¢aspl, oeHuBawIee
3 heKTUBHOCTD, 6€30IaCHOCTb, (hapMaKo-
KUHEeTUKY U (papMaKOJIUHAMUKY SMUIH3Y-
Maba y MJIaJIeHIIEB C TsDKeJIOkN (HOPMOI reMo-
winu A 6e3 nHrn6uTOPOB K daxropy VIIL
Pe3ynbTaThl 3TOr0 IIPOMEXKYTOYHOIO aHa-
JIN3a, BKIIOYAIOIIero JaHHble 54 y4acTHU-
KOB, IIOKa3aJii, 4To y 77,8 % U3 HUX
(n = 42) He GBLIO TPEOYIOIIVX JIEIEHUA KPO-
BOTeYeHUM, a y 42,6 % (n = 23) BooOiie
He ObLIO KpoBOoTeueHUH. Hu y omHOTO
U3 YIaCTHUKOB He GbUIO CITOHTAaHHBIX KPO-
BOTeYeHUI, TpeOyIONUX JIeueHus, a BCe Te,
YTO MOTPeOOBAIY Tepaluu, ObLUIN TPaBMa-
TU4YeCKUMH. Bcero 6bU10 77 KpOBOTEUEHUH
y 31 (57,4 %) ygacTHUKA, 1 88,3 % GbUIN TPaB-
MaTIdecKuMu. CpeHerofioBas yacToTa Kpo-
BOTeYeHU! Ha ocHOBe Mozenu (95 % )
Ha MOMEHT IIPOMEXYTOYHOIO aHaau3a
cocrasirsuia 0,40 (0,23-0,65) Iy1 KpoBoTeve-
HU, TOTPeGOBABIIX JIEYeHUS.

IIpodunp 6e30macHOCTH dMUIIM3yMaba
COOTBETCTBOBAJ IIPEABIAYIINM HCCIe0Ba-
HUAM, HOBBIX CUTHAJIOB B OTHOIIIEHUH 6e3-
OIIACHOCTH He HAOIIONATOCh. JleBATh Yero-
BeK (16,7 %) COOOIIWIN O HeXKeTaTeTbHBIX
ApieHUsAX (HA), cBA3aHHBIX € sSMULIU3yMa-
60M, Bce OHU ObUTM MECTHBIMY PeaKIAMUI
B MecTe UHbeKIIUU. BoceMs (14,8 %) yqacT-
HUKOB CooOTMwIn 0 12 cephe3Hbix HA,
He CBA3aHHBIX C BBeJleHUeM SMUITU3yMata.
Criy4aeB cMepTH, TPOMOGO3IMOOIMYECKUX
SIBJIEHUHN WIN CIy4aeB TPOMOOTUYECKOM
MUKPOAHTHOIIATHY He HAabOII0aI0Ch, YTO

TIOATBEPIKAAET GIIATONIPUATHEIN ITPOGIIIH
Oe3omacHOCTH dMUIM3yMaba. BHyTpuye-
PeIHbIX KPOBOUIUAHUI He ObUIO.

[lepBUYHBIN aHATIU3 OyZEeT IPOBOSUTHCS
Ha 52-11 Hezeste. Y UCCIIeOBAHUA TaKXKe eCTh
JIOTIOJTHUTEJILHBIN CeMWIeTHUU Nepuof,
TIOC/IEYIONIEro HAGTIOAEHA IS COopa JI0JI-
TOCPOYHBIX JAaHHBIX IO 6€30IacHOCTHU
¥ UCXOZaM B OTHOIIEHUU 37I0POBbS CyCTa-
BOB, YTO ellfe OOJIbIIe IIOMOXKeT ITOHSATH IIpe-
VIMYIIIeCTBA SMUIM3yMaba I STOH HOIyJIs-
IIMU ITALIeHTOB.

DMunuzyMab ofo6peH Jyis JedeHus Gob-
HBIX TeMo(dminelr A ¢ UHI'UOUTOpAMU
K dakTtopy VIII 60oee yem B 110 cTpaHax
U IIA JIIofie i 6e3 MHTUOUTOPOB K PaKTopy
VIII — 6osee yeM B 100 cTpaHax, BKIIOYAT
P®. OH usyyasca B paMKax OJHOU U3 KPyTI-
HeUNIMX IporpaMM KJIMHUYeCKUX UCCIeNO-
BaHUM y JIofel ¢ reModrreil A ¢ MHIIOu-
TopaMu K ¢axropy VIII u 6e3 HUX, BKIIOYas
8 uccimegoanuii 111 ¢asel.

O NPENAPATE SMULUUN3YMAB
DMUIM3YMab — 3TO OUCTIEIU(ITIeCKOe AaHTH-
Teso K ¢axropaM [Xa u X. OH cBA3bIBaeT ¢ak-
TopbI IXa u X, 6eTKY, yIaCcTBYIOIIE B eCcTe-
CTBEHHOM KacKaJle KOaryJIalluu, U BOCCTa-
HaBJIUBaeT IPOLIeCC CBEPThIBAHUA KPOBU
y IAIE€HTOB C reModireil A. DMUI3yMao
TIPeCTaBIAeT COO0U MPOMIIAKTIHIECKIH
nipernapar B (popMe rOTOBOIO pacTBOpPa, KOTO-
PBII MOXKHO BBOAUTDH IMOAKOXKHOU MHBEK-
1viel pas B HeZIeIo, KayK/ble /IBe HeflesIu WIN
KaXIble YeTbIpe HeJe! (ITocjie Ha4aIbHOM
JI03bl pas B HeZIENIO B TeUeHe IIepBbIX YeThbl-
pex Hezeinb). B Poccuyt smMuruzymab 3aperu-
CTPUPOBAH C OKTsAOps1 2018 roza (per. ya.
N JIT1-005110-151018). IIpemnapat BKIIOUY€H
B KJIMHMYeCKHe peKoMeHaIty BcemypHoOn
deneparyu remodwinuy. O61Iee KOTITIECTBO
IIAOUEHTOB, ITOJYYUBIIUX BMPIIII/I3yMa6
B KIMHUYECKUX MCUIOBAHMAX U KIIMHIIe-
CKOU ITpaKTHKe BO BCeM MUpe, IIPEBLICIIIO
15 TBICAY YEIOBEK.

O rEMO®UINN A
Temodunya — cepbe3HOe HacleCTBEHHOe
3aboyieBaHUE, CBAI3aHHOE C HapyIIeHUEeM
(PyHKLIMM CBepTBhIBAHUA KPOBH, YTO IIPUBO-
JUT K HeKOHTPOIMPYyeMbIM U1 YaCTO CIIOHTAH-
HBIM KPOBOTeYeHUAM. [eModrirei A 6o-
JIEIOT IPUOIUBUTETHEHO 900 THICSY JIIOfel
BO BCeM MUpe. B 3aBUCUMOCTH OT TsKeCTH
3a00JIeBaHUs y IAIMEHTOB C reModrutreit
A MOTYT 4aCTO BO3HUKaTb KPOBOTEUeHU,
0COOEHHO B CYCTaBaX WIX MBIIIIIAX. DTU KPO-
BOTe4YeHUs IPEICTABIIAIOT 3HAYUTETHHYIO
po6sieMy s 3M0POBbs, ITOCKOIBKY OHU
HePeIKO BBI3BIBAIOT OOJIH ¥ MOTYT IIPUBECTHU
K XpOHIYEeCKOMY OTeKy, fedopMariuy, CHU-
>KeHHOU IOBIKHOCTY Y ITOCTOSSHHOMY IIOpa-
>KeHUIO CYCTaBOB.

Cnucok umepamypsl HAXo0UmMcs 8 pedaxyuu
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la3eta 3apernctpuposana OepepanbHoi cnyx6oi no Hapsopy
B cchepe CBS3N, MH(OPMALMOHHBIX TEXHONMOTMIA U MACcCOBbIX
KOMMyHuKaumil (PockoMHag3op). CBUAETENbCTBO O perucTpa-
umm M Ne ©C77-74576 ot 14 pekabps 2018 1.
KaTeropmquKm 3anpeLuaeTcs nosiHas Unu 4actuyHas nepe-
nevatka marepuanos 6e3 ochuLManbHOTO Cornacua pefak-
unn. MHeHVWe pefakuum MOXeT He COBMajaTb C MHEHUeM
aBTOpoB. OTBETCTBEHHOCTb 3a [OCTOBEPHOCTb PEKNaMHbIX
06bABNEHNI HECYT peKnamopaTeni.



