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YBakaemble KoJuteru!

B sTOM rogy crpana ormedaet 90-1e-
THe IeTCKOTO 3paBOOXPaHeHA U CO3a-
HUS OPUTHHAIBLHOM CHUCTEeMBbI CIIely-
aJIbHOM MOATOTOBKM KaJpOB Bpa-
Yel-IeAraTpOB Ha IIePBOM B MUIpe ITeJTi-
aTpuyeckoM ¢akyibTeTe BO 2-M MOCKOB-
CKOM MEeIVITITHCKOM UHCTUTYTE (HbIHEe
Poccuiickuii HallMOHAILHBINA HCCTeN0Ba-
TeJIbCKUI MeJUITMHCKUY YHUBEPCUTET
nm. H.U. TTuporoga) B 1930 rogy. OToproc-
HOBAaTeI HOBOTO (DaKy/IbTeTa, U pekze
Bcero ero nepsblii ekad [.b. eroB, mpy-
IJIACWIU TPETheKyPCHUKOB ITeperTH
Ha IeJuaTpUIeCKuU (aKyabTeT, YTO
TI03BOJIWJIO By3y yxKe B 1932 rofyy ocyiue-
CTBUTD BBIITYCK CIIEIIUATIVICTOB HOBOM
(opMaryy, 11 KaK OKa3aJioCh — HOBOTO
MbIUieHus. Cpefy Bpadei IepBoro BbI-
mycka 6puta H.W. HuceBUY — aKafeMuK
PAMH, BocniuTaBmasn 3¢ ¢peKTUBHYIO
IIKOJTy Bpayeil-nH(EKIMOHVICTOB, pabo-
TaIOIIVIX B IIe[IaTPUML.

Bpau-teyiaTp — COBETHUK CEMbH,
00yJaIOIINIA ee WIEHOB, U IIPeKIe BCeTo
MaMmy, PO IIAKTUKE HapylIeHU pocTa
¥ Pa3BUTHA, IPeAYIPEKIEHIIO NH(DEK-
1M, IpaBWIaM 3J0POBBIX B3aMOOTHO-
MIeHWH ¢ MUKPOOUWOTOI U COIILYMOM,
JIEYE€HUSI OCTPBIX Y XPOHUYECKHUX 3a00-
JieBaHUM. OIleHKa BO3MOXKHOCTEI CEMbU
B KOHTPOJIE 30POBBA JeTell TpebyeT
OT ITeZiriaTpa BBICOKO¥ OOIIIel KyJIBTYPBI,
IIMPOKUX 3HAHUIA B CMEKHbBIX 00JIACTSX,
TaKUX KaK 3MUeMUOJIOTA, IIepUHaTO-
JIOTUA, PeIIPOAYKTUBHAA MeAUIINHA,
TICUXOJIOTHA CeMbH U IICUXOJIOTHA Pas-
BUTUSA, BOCITUTAHVE U 00pa3oBaHue Jie-
Teli, conmornorus. Kpome Toro, oH Lo
’KeH 00J1aIaTh YMeHUAMU, HaBBIKAMU
TaKTWIBHOTO ¥ BepOAIHLHOTO B3aMO-
JIeVICTBUA C pe6eHKOM, TAJIAHTOM IIefia-
rora U OpraHMU3aTopa, CIO0COOHOTO
K YOeXXIeHUIO U 3aBOeBAHUIO aBTOPUTe-
Ta y CEMbU B POJIU €UTHCTBEHHOT'O IIpeJi-
CTaBUTeJIA TOCYAPCTBA, PasfesIAoIIero
BMeCTe C POIOUTEeIMU OTBETCTBEHHOCTD
3a 3[0OPOBbe peGeHKa.

VIMeHHO aKTyaIbHBIM IIpobIeMaM
nefuaTpuy NoceAmeH VI MOCKOBCKUI
Che3fl Bpader-lienaTpoB «TpyaHbIi AU-
arHo3 B MeAUATPUI», HA KOTOPOM OyIyT
TIpeZICTaB/IeHbI IOCTIDKEHYA ITeIUaTpU-
YeCKUX JiedeOGHO-TPOMIaKTHIeCKUX
YUIpeXIeHUU CTOJIMIBI — OT CKOPOM
U HEOTJIOXKHOM MeIUITMHCKON IIOMOIII
JI0 YHUKQIbHBIX TEXHOJIOTUN TeHHOU
¥ KJIETOYHOU Teparvy.

OBMEH OIMbITOM

ManbIl 1 KopoHaBUpPYC:
npegBapuTenbHbIe NTOrM PaboThbl
HeoHatanbHoro ueHtpa COVID-19

lNaHpemwusi, Bbi3BaHHasi HOBbIM KopoHasupycom SARS-CoV-2,
BcribIxHyBLUas B koHUe 2019 roga B Kutae, CTpeMUTESIbHO
pacripoctpaHuiack rno scemy mupy. C poctoMm 4yucra
3a6boneBLumx COVID-19 Bce Yalle cTasm BO3HUKATb Crlyqamn
MHULIMPOBaHWS 6€PEMEHHbIX XEHLLMH N HOBOPOXAEHHbIX
geten. [NocKosibKy paHee 6b110 3a(hUKCUPOBAHO MOBbILLIEHNE
nepuHaTasibHovi CMEPTHOCTU, YacTOTbI MPEXAEBPEMEHHbIX
POAOB U BbIKUAbILLEN y 6yayLUMX Mam, nepeHecLumnx SARS
mnm MERS, BO3HUKIN onaceHuss 0 BO3BMOXHOCTHU
HebnaronpusatHoro sBansHusa COVID-19 Ha Te4yeHne
6epeMEHHOCTU, BHYTPUYTPOOHOE pa3BuTue rnioga
M COCTOSIHUE HOBOPOXAEHHOIO M ObISIN MPUHSTLI COOTBET-
CTBYIOLME MEPbI, YTOOLI HE [OMYCTUTb 3TOrO.

HEOTNOXHbIE 3AAAYA

B cBA3U ¢ maHgeMuel BO3HUK LIebIM PAJ
3a71a4, TPeOYIOIINX HEOTIOKHOTO PelleHu,
B IIePBYIO O4Yepeib — OPraHu3alyA IPOTH-
BOSMUJIeMUYeCKUX MEPOIIPUATUM, HallpaB-
JIeHHBIX Ha IIpeAynpexaeHre paciIpocTpa-
HeHU: HOBOM KOPOHABUPYCHOU MH(EKIUN.
Vxe B mapre 2020 1. 8 MocKBe paspaboraiu
MapUIPyTHU3ALMIO U AJITOPUTM OKa3aHUA 110-
MOIIY HOBOPOXKIEHHBIM OT MaM, KOHTaKT-
HbIX U 60mbHBIX COVID-19 (mpukas [lemap-
TaMeHTa 3/IpaBOOXpaHeHsA ropoZia MOCKBBI
oT 27.03.2020 N® 304). A B KOHIle MapTa
B I'BY3 «ITKb umenwu 3.A. BanuisieBoii JI3M»
OPraHU30BAIU OAVH U3 HEOHATAIbHBIX IIeH-
TpoB COVID-19 mig HOBOPOKAEHHBIX, UH-
¢dunpoBaHHbIX SARS-COV-2 1M KOHTaKTU-
POBaBIIUX C GOIBHBIMU KOPOHABUPYCHOM
uHpeKIen.

OPrAHN3ALMOHHA{A PABOTA

HeonatanpHbIli TeHTp COVID-19 (nanee —
LeHTp) cOCTOUT U3 ABYX HEOHATAJIbHBIX
oTIeseHn 110 20 KoeK U 6 HeOHaTAIbLHbBIX
peaHMMaIMOHHBIX KOeK, KyZia IIOCTYIIaioT
HOBOPOKJeHHbIe U3 POJWIbHBIX OTZese-
HUU MeJULUMHCKUX yupexzaeHuul [3M,
a Takske u3 Joma. [ToHauany padora LieHtpa
CTPOWIACH C y4eTOM peKoMeHzanuii KoH-
CEeHCYCa KUTANCKUX SKCIIEPTOB I10 JIEYeHUIO
u npodpmwiaktuke COVID-19 B nepuHaTaIb-
HOM U HeOHAaTaJIbHOM Ilepuojie, a 3aTeM ee
TIPOBOJWIN B CTPOI'OM COOTBETCTBUU C Bpe-
MEeHHBIMH MeTOAVWYEeCKHMU PpeKOMeHZa-
nuaMu MunszzgpaBa Poccuy, a Takke UH-
CTPYKLIMAMU BceMupHOI opraHusanuu

3[paBOOXPaHeHUA II0 BOIpPOCaM Ipodu-
JIAKTUKY, JUAarHOCTUKU U JIeYeHUs
COVID-19.

MEPbI MPEAOCTOPOXXHOCTU

e CraHpapTHBIe: yKa3aTeJd Ha BXOfe,
CcTporas TUTHeHa, eXeJHeBHasdA yOOpKa
U Je3nH(peKINA, a TAKKe IPefoCTaBIeHre
Cpe[iCTB MHAUBUAYAIbHOU 3aIIUTHI (IIep-
YaTKM, MACKH, 3aIIUTHbIEe OYKU U KOCTIO-
MBbI) BCeMY MeJUITUHCKOMY IIepCOHAY.

e JIONOJHUTEIBHO YCUJIEHHBIE: BbIXa-
»KBaHUe HOBOPOXKJIeHHBIX B U30/IIPOBaH-
HBIX [TAIATAX, CIIeIUAIbHOe 000PyAOBaHMEe
(kyBe3sI U T.1.), OTpaHUYeHNe ITOCeIeHUA
POACTBeHHUKAMU. MeJUIIMHCKIE OTXOABI
(MO) LleHTpa COOUPAIHCH U YTIIN3UPOBA-
JIUCB 110 ITpaBUJIaM yTIWIM3AIUY UH(eKIIY-
OHHBIX MO.

Wcmann
MaromegararnpoBuy
OCMAHOB

[.M.H., npocbeccop, rnaeHbIn Bpad NBY3
«[OArKB nmexn 3.A. Bawnsesoin A3M»

s
AHZpen
JleoHngoBny
el 0 B 3AMIATHUKOB

[.M.H., npocheccop, AeKkaH NneaMaTprM4ecKkoro
dakynsteta FlBOY AMO PMAHIMO M3 Poccumn
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[Neguatp HeoHaTonorn4yeckoro otaeneHms Ne 1
BY3 « KB umenun 3.A. Bawnsesoin A3M»

AHacTacuA
AnekceeBHa
XYOAKOBA

HeoHatonor HeoHaTonormyeckoro otaeneHus Ne 2
BY3 «ArKb nmenn 3.A. bawnsieson A3M»

OBCJIEAOBAHUE OETEWN

IIpUMeHATNCh JIAG0PATOPHO-MHCTPYyMEH-
TaJIbHbIe MEeTOIbl AMATHOCTUKU: KIMHIYe-
CKYie aHUTU3bI KPOBU Y MOYM, OUOXVIMITIe-
CKUM aHaIM3 KPOBU, KoaryJorpamMma IIpu
HIMYUY TeMOPParndecKoro CUHAPOMa, UC-
cnenoanue KIIIC, ITIP Ha PHK SARS-CoV-2
B HazogapuHIreaJIbHbIX Ma3Kax Ha IepBble,

noaxoabl K TEPANNA

*  l3onsumns, pexum Kyeesa.

e [Moppepxka HYyTpUTUBHOro ctartyca. [Npun BepoaTHOM nnm naéopaTopHoO
NOATBEPXAEHHOW KOpoHaBMpycHon nHdekumn COVID-19 geTeli nepesogmnm
C rPYAHOr0 BCKapMNBaHWSA HA MCKYCCTBEHHOE (a4anTMpOBaHHbIE MOMOYHbIE
CMecH) 00 NonyYeHns y HUX AByx oTpuuaTensHbix pesynbstartos MLUP Ha PHK

SARS-CoV-2.

Mo nokasaHusM:
e  PecnupartopHas nogaepxka.

* [loppepxaHne BOQHO-3IEKTPONIMTHOrO 6anaHca.
e CumnTomMarmyeckas u NOCMHAPOMHAsA Tepanus.
* [IpoTnBOBMpYCHasa Tepanus npenaparamu nHTepdepoHa anbga-2b.
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OBMEH OIlbITOM

MapLupyTusaums nayuMeHToB
B HeoHaTanbHom ueHtpe COVID-19

BY3 «ArKB um. 3.A. Bawnsesor O3M»

(HoBOpOXAEHHbIE AeTu oT maTepeit ¢ COVID-19
1 ¢ nopgo3peHnem Ha COVID-19, a Takxe
HOBOPOX/EHHbIE [ETU, KOHTaKTUPOBaBLUME

¢ 6onbHbIMM COVID-19)

HeoHaTanbHbIN LEHTpP
rey3 «Arks
nm. 3.A. Bawnseson A3M»

+

YnoenetsopuTtenb-
HOe cocTosiHue

PHK SARS

Bbinucka

TPeThU U CelbMble-IecsIThIe CYTKH 3a00s1eBa-
HusT; Y3U opraHoB GPIOITHOM TOJIOCTH U TIO-
yek, Y3 sterkux, DXO-KI, HetipocoHOrpadusa
(HCI); OKT; npu 11ofo3peHny Ha ITIHEBMOHUIO
ny Bcex COVID-TIO3UTUBHBIX JleTell — peHT-
TeHOrpaMMa OPraHOB I'PyAHOM KIeTKH. Bcem
JleTsAM TIPOBOAWIN JUHAMUYecKoe U3Mepe-
HIe TeMIlepaTyphbl TeJIa ¥ MOHUTOPUHI ITOKa-
3arejieil MyJIbCOKCMeTPHUU.

KPUTEPUU BbINMUCKA

v' YIoBJIeTBOpUTeNbHOEe KIWMHHUYeCKoe
COCTOSIHHE.

v' [IBYKpaTHBIN OTPUIIATEIHHBINA Pe3yiIhb-
Tart 1P Ha PHK SARS-CoV-2 (Hazodapus-
reaJbHble MasKu), IIOJIy4eHHbIH ¢ MHTepBa-
JIOM 24 Jaca.

INepes, BBIINICKOM 06A3aTeIbHO YTOIH-
JU 3NUJEeMUOJIOTUYECKYI0 OOCTaHOBKY
10 a[ipecy JaJbHeNIIero npebbIBaHus pe-
Oenka. OHa CYMTAIACh OJIATOIOIYIHOMN
JIVIOB TIPY OTCYTCTBUY OOJTBHBIX WIM KOH-
TakTHBIX 10 COVID-19.

C mapra 1o utob 2020 1. B LleHTpe Ha-
Xogwiocb 205 HOBOPOXIEHHBIX: 156
(76,1%) — or Mmam ¢ COVID-19-103UTUBHBIM
cTaTycoM, 46 (22,4 %) — OT MaM C IIOf03pe-
HueM Ha COVID-19 u 3 (1,5%) peGeHka —
rocJie KOHTaKTa ¢ 60mpHbIME COVID-19.

[TpakTuyecku Bce metH (98,5 %) MOCTY-
mwiy B lleHTp B paHHUI HeOHATaJIbHBIN
TIepHOZ, (KaHAT FOCIIUTAIN3AU — U3 Je-
yeOHBbIX yupexaeHuit [I3M), U TOJBKO
3 pebenka (1,5%) 6pLUTH CcTapiie 14 CyTOK
»KU3HU, BO BCEX 3TUX CJIy4asAx IOBOAOM I
TOCTTUTAIU3ALMY ITOCTYKIWI KOHTAKT JleTel

¢ 6ompHBIME COVID-19 wWwieHaMu ceMbH
(kaHAT TOCTIUTANMM3ALMKA — U3 AOMa) (CM.

puc.).

NEPUHATAJIbHbIN AHAMHE3
OrnepaTrBHOe pofiopaspelleHre UMeJIo Me-
CTO B 42,3 % cirydaes. [IpyyeM nokasaHueM
K HeMy IIpaKTUYeCKd B KaKJOM ILITOM
crydae ObUIO TsKemoe TedeHre COVID-19
y 6epeMeHHO.

ITo cpoKy recraniii K MOMEHTY POJie-
HUA JIeTU PacIpefesuIuch CIefyoluM
o6pazom: 33,5 % POIWINCE B CPOK, 63,1% —
Ha 30-37-i1 u 3,4% — Ha 27-29-11 Hemee
GepeMeHHOCTH.

57,6 % IeTell poAMINCH C MAaCCOU Tesa
(MT) 605ee 3000 1, 35% Becwtu oT 2000
mo 2999 1, 3,4% — ot 1500 mo 1999 r.
Y 2,5 % HOBOPOXKIEeHHBIX ObLIA OYeHb HU3-
Kad (1000-1499 1) u y 1,5% meTeld — 3KC-
TpeMaJbHO HHM3Kad Macca Teja IIPU po-
KJeHuu (MeHee 1000 r).

AHANN3 PE3VYJIbTATOB

3a oruyeTHbIN nepuog, COVID-19 BeIABMWIU
y 12 u3 205 (9,6%) meTeil HEOHATAILHOTO
BO3pacCTa, TOCHUTAIM3UPOBAHHLIX B I'BY3
«/ITKBb nmenu 3.A. banusieBoii [[I3M» B CBsA3U
¢ COVID-IO3UTUBHBIM CTaTyCOM KX MaM
WIU C TIO[03pEeHreM Ha JJaHHOe 3a00JieBa-
Hue. [IpY 5TOM B TpeX CIy4Jasax Heslb3s ObUIO
VICKJIIOUYUTDH aHTEeHATAIbHYIO Ilepefady WH-
(exium B cBA3M ¢ AokazaHHBIM COVID-mio-
3UTUBHBIM CTaTyCOM Marepell U IIOJIOKU-
TeJbHBIM pe3ynbraroM IIIP Ha PHK
SARS-CoV-2 (HazodaprHrealbHble Ma3KH)

[Mpn neveHnn NaTonorm4ecKmMx COCTOSIHUM 1 3aboeBaHNN
HeoHarasbHOro nepuoaa y HoBopoxaeHHbIx ¢ COVID-19
NCMoNb30Basnv akTyasibHble KIIMHNYECKNE PeEKOMEHOALUMN

Ha ITepBble CyTKY >KU3HM. [IpryeM MHTpaHa-
TAJIBHBIA XapakTep WHQUIIMPOBAHUA HC-

KJIIOYAJICA, Belb BO BCeX CIy4dadx JIeTU Ios-
BIWINCh Ha CBeT ITyTeM KecapeBa CeUeHUs.
[TocTHaTAIbHOE 3apaKeHUe TAaKXKe ObLIO
MaJIOBEPOATHO, ITOCKOJIBKY IIOCIe pOKie-
HUA He UCIIO/Ib30BAINCh MeTO], <kKOXa K KO-
JKe» ¥ IPUKJIAIbIBAHYE K TPYIU MaTepU.

Cpa3y mocie poXgeHUsA pebeHKa
¥ MaTh Pa300IIaIn, a X0, 32 HOBOPOXKIEH-
HBIMU U OKa3aHUe UM MeJUIHCKON IIOMO-
LT OCYILeCTBJIAIH IIPY CTPOTOM COOJIIozie-
HUU perlaMeHTHMPOBAaHHBIX IIPOTHBO3IIU-
JleMI4eCKUX MepOIpUATUUL.

Eme B 4 oIy4asx, KO yKe Ha ITlepBble
CYTKM >KU3HM B Ha30(apUHreaJbHbIX Mas3-
Kax HOBOPOXKIeHHbIX BeIABIAIU PHK SARS-
CoV-2, cyimecTBOBasa BEPOATHOCTh UHTPA-
HATIbHOIO UHGUIIMPOBAHNA, TaK KaK JIeTU
ObLTM POXK/I€Hbl eCTeCTBEHHBIM IIyTeM.
INocTHaTAIBHBIN XapaKTep 3apa)KeHuA HC-
KJIIOUWIY, BeJb Cpa3y IIocjie POAOB JieTel
U30JIMPOBAIM OT MaM, He NIPUKIAAbIBAA
K TPyJU, OTCYTCTBOBAJI M KOHTAKT «KOXKa
K KOXKe». Y 2 HOBOPOXKIeHHBIX JleTeld, KpoMe
aHTe- M WHTPAHATAIBHOIO, HEJIb3:A ObUIO
TIOJIHOCTBI0 UCKJIIOYUTh Y IIOCTHATaJIbHOE
UHQUIPOBaHYEe U3-32 HApyIIeHUs PeKo-
MEHJIOBAaHHBIX IIPOTUBO3NNAEMUYECKUX
MEPOIIPUATUHN.

Tak, Hecmorpa Ha COVID-19-103uTHB-
HBIM CTaTyC Marepei, UX He DPa300LIUIN
C AeTbMHU Cpasy IocIe POXAEHMA, Aa ellle
U IPUKJIaJbIBAIN K Ipyau. IIpudeM Bo Bcex
TIpe/iCTaBJIeHHbIX CIyJasax HaM TaK U He yJia-
JIOCh JOCTOBEPHO YCTaHOBUTh IIePHO], (aHTe-,
UHTpa- WIM IOCTHAaTAJIbHbBIN), B KOTOPBI
TIPOM30IIUI0 MHMUIIPOBAaHUe, II0TOMY YTO
He IIPOBOJIWJIOCH CEPOJIOTHYecKoe 00CIeno-
BaHUe JeTell 1A BBIABIEHUA Clielrue-
CKUX HMMYHOIOOYIMHOB K SARS-CoV-2
U He UCCIefJoBaIach IUIalieHTa.

HE OMYCTUTb PACNPOCTPAHEHUA

Pe3yJIBTaThI aHATN3a 0COOEHHOCTEH IeprHa-
TILHOTO aHAMHE3a HOBOPOXK/IEHHBIX JIeTel,
uHpuipoBaHHbIX SARS-CoV-2, mokasammy,
910 TOMBKO y 20% COVID-19-TO3UTUBHBIX
MaM 6epeMeHHOCTb ITPOTeKaTa (PU3UOIOT Y-
Ho. beccumntoMHOe TedyeHUe UMeIo MecTo
B 20%, JIeTKOe C KJIWMHWYeCKUMU IIPOABIIe-
HUAMU HazodapuHruTa — B 40% CIydaes.
ITHeBMOHUS, BhI3BaHHAA SARS-CoV-2, 6bU1a
JIIaTHOCTUPOBaHa y 40% GepeMeHHBIX, IIPU
3TOM B IIOJIOBHHE CJIyJaeB ee TedyeHre ObLIO
TKEJIBIM, YTO IIOTPEOOBAIO OIEPATUBHOIO
pomopaspemeHua. TakecTb TedyeHUA
COVID-19 y HOBOPOI€HHBIX He KOpPeIMPOo-
BaJIa C BBIPAKEHHOCTHIO MHPEKINH y MaTe-
peti. Tpoe meTelt poAWIMCE paHbIIE CPOKA (HA
30-31-i1 Hefernte Ipu Bece 1900 T, Ha 34-11 He-
Jene — 2630 r 11 Ha 36-11 Heleste — 2730 T).

B nopasssionem GOMBIIMHCTBE CTy4a-
eB (y 10 u3 12 gmeteit) COVID-19 mporekas
6ecciMIITOMHO. KiuHU4YecKkve mpospiie-
HUA 00HAPYKWINCH TOJIBKO ¥ ABYX JeTel,
pudeM MH(eKINA y HUX IIPOTeKasa JerkKo
C CUMIITOMaMM OCTPOro Ha3ogapUHTUTA.
Paznmuuyuii B XxapakTepe TedyeHUA HeO-
HaTaJbHOTO IIeprojia ¥ HOBOPOXKIEHHBIX
¢ COVID-19-1103UTHUBHBIM CTaTyCOM U y He-
WHOQUIIMPOBAHHBIX JleTell OTMeYeHO He OblI-
JIO, 2 OCOGEHHOCTU COCTOSHUS IJIaBHBIM
06pa3oM 3aBUCEU OT COITYTCTBYIOIIEL ma-
Tostoruu. Crnenuduyeckue KIMHAYECKUe
u JjabopatopHble mpusHaku COVID-19
He 0OHAPYKUBAJIKCE. B OfHOM CiIy4ae mpo-
u30IIe] HeGJIaroNMpUATHBIN HUCXO0Z, OO0y-
CJIOBJIEHHBIN HeOJIaronpusaTHBIMU (HOHO-
BBIMU COCTOSTHUAMU ¥ KOMOPOUZHOM
naTojiorueil (HeJOHOIIEHHOCThb, MHOKe-
CTBEeHHBbIe IIOPOKY Pa3BUTHA, BpOXKAEHHOE
UMMYyHOAe(PULIUTHOE COCTOAHUE).

IIpesBapuTenbHbIE pe3y/IbTaThl, IOJY-
YeHHble HaMHM Ha OIPAaHUYEHHOM 4YUCiIe
HAOIIOZeHNH, IIOJTHOCTHIO COIVIACYIOTCSA
¢ maHHBIMU JuTepatyphl (Chen Y. et al,
2020; Zhu H. et al,, 2020; Dashraath P. et al.,
2020 u Ap.), CBUIETENbCTBYIOIINMU O TOM,
YTO Y HOBOPOXKAeHHbIX ¢ COVID-19 npeo6-
JIAAIOT GeCCUMIITOMHBIE U JIeTKHe (OPMbI
3ab6oeBaHus. TaK ke KaK U B IPyTUX CO00-
menuAx (Lobato A.C. et al,, 2020), fokasa-
HBI BOCIIPUMMYUBOCTH HOBOPOXKIEHHBIX
K SARS-CoV-2 1 BO3MOXHOCTb UX UH(PULTH-
pOBaHUA B HEOHATAIbHOM IlepUOfie IIpU
KOHTakKTe ¢ GompHBIMU COVID-19, B TOM
YUCiIe ¥ B CeMeMHBIX oJarax.

Borpoc 0 BepTUKaIbHOM MHQUIIMIPO-
BaHUM IIOKA OCTAeTCA OTKPBITHIM. YUUTBI-
Bad HalllU IaHHbIe, pe3yJIbTaThl, IPeJCTaB-
seHHble Zeng H. et al., Koroprle oOHa-
PYKWIM MTOBBIIIIEHHBIN YpoBeHb IgM B Kpo-
BU HOBOPOXKJEHHBIX oT MaM ¢ COVID-19,
a Takxke Habmogenud Baud D. et al., koro-
peie onrcanu SARS-CoV-2-IutalileHTUT Ipu
BBIKUZBIIIE BO BTOPOM TPUMeCTpe Y >KeH-
muHbI ¢ COVID-19, u otkpbiTue Zhao Y. et
al. B yestoBeuecKo! IUIalieHTe aHTMOTeH3UH-
npeBpamalonero gpepMeHTa 2 (Ipejrmosia-
raeMbIil TIOBEPXHOCTHBIN KJIETOUHBIMN pe-
nerrrop 1A SARS-CoV-2), m3ydyeHne pUCKOB
BO3MOXKHOTO BepTUKAIHHOI'O MHPUIIPOBA-
HUA JOJDKHO OBITh IIPOAOIKEHO.

W3-3a mpeuMylecTBEHHO 0eccum-
NTOMHOTO WJIU JIETKOTO Te4deHUudA
COVID-19 y HOBOPO/I€HHBbIX OHUA MOLYT
COCTaBJIATh TPAHCMUCCUBHBIN ITOTEHITAAI
JJIA NPOAO/DKeHUA IaHJeMHUM B CBA3U
C JUINTeJIbHBIM BhbllesieHueM Bupyca. Ilo-
3TOMY CBOeBpeMeHHOe BhIABJIeHUe JieTell
¢ 6eCCUMIITOMHBIMU U JIETKUMU GopMa-
mu COVID-19 c nocnenymomel X BpeMeH-
HOU H30/AIYeN, a TaKKe KapaHTUHHbIe
MepOIpUATUA IO OTHOUIEHUIO K JeTAM,
KOHTAKTUPOBABIIUM C OOJbHBIMU POJ-
CTBeHHUKAMHM, IIO3BOJIAT CyIIeCTBEHHO
CHU3UTbH UHTeHCHUBHOCTh PacIpoOCTpaHe-
HUA UHpeKIuu.

Cnucox umepamypsl Haxoo0umca 8 pedarkyui
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HOBOCTW

BTopasi BofiHa naHOeEMUW: KTO B rpynne pucka?

Xomas 6 yenom demu nepeHocam KOPOHABUPYCHYI0 UHPeKUUI0 Jlecue, tem 83POCiibie, U3 IM020 NPAsUd Cyujecmayom uckaouerus. OHU Kacamcs HOBOPONCOeHHbIX U
Mmanbiuiell panHez0 803pacma, a makdyice mex, Kmo cmpadaem oHKON02UYeCKUMU 306071e8aHUAMU, UMMYHOO0eGUUUMHBIMU COCMOAHUIMU, XPOHUUeCKOTL namonozuei
Jvlxamensrotl, cepdeuHo-cocyoucmoii u IHOOKPUHHOLL cucmem, 8 uacmuocmu caxaptoim duabemom (CZI). 90 e2o cryuaes y demeil u 100pocmK08 OMHOCIMCA K 1epso-
My muny 60/le3H1 — aymOUMMYHH020 2eHe3d. Hapyulenus UMMYHHOLL cLcmeMbl ycy2yOnaom mamxcecms KIUHUYeCKUX npossaenutl u yxyouwarom npozHo3 npu 3apanceHun

KOpoHasUpycHotl uH@exyueli.

BUPYCHAA MHOYKUNA

Kak wmsBectHo, CJI 1 TuIla BO3HUKAaeT
BCJIE[ICTBYE AyTOUMMYHHOTI'O BOCITAJICHUA
TIO/KETyAOYHOM KeJIe3bl C IIPOrpeccupy-
IOITIeH TUOEITBI0 OeTa-KIIETOK U Pa3BUTHEM
a0COJTIOTHOTO Te(UITUTa MHCYJIMHA. XPOo-
HUYecKasa TMITepIIMKeMUA, YIPOKaroImasa
OCTPO META0OITIECKOM JJEKOMITEHCAITH-
e, ¥ cama IIo ceGe y)Ke MOBBIIIAeT PUCK
TIPUCOeIVHEeHNsI VHTePKYPPeHTHBIX BU-
DYCHBIX U OaKTepUATHHBIX WHQEKITUI,
3aMeJyIAA IIPOIeCC BOCCTAHOBJIEHU U I10-
BBIIIIAA BePOATHOCTh KeTOALIUAOTITIECKON
JIEKOMITEHCAITUN C HeOJIaronpUATHBIMU
ucxogamu. OfHaKO KOPOHABUPYC He TOMIb-
KO aTaKyeT MaJIeHbKUX ITallUeHTOB C Ca-
XapHBIM AWa0eTOM, HO U IPOBOLKIPYET
€T0 Pa3BUTHE Y 3MOPOBBIX JieTell, 3a00JIeB-
mux 3Tou uHpeknueln. HoBble JaHHBIE
006 sKcmpeccur BUpycoM SARS-CoV-2 pe-
nenTopoB AIl® 2-ro THIIA, JIOKAIU3YIO-

IIVIXCA B JIETKYIX, KUIIEYHIIKe U OPKeNyZI0Y-
HOHM JKejle3e, ITO3BOJIAIOT IIPEAIIOJIAraTh
TIIPAMOe ITUTOTOKCIIECKOe IeHCTBHE KOPOHa-
BUpYca Ha GeTa-KJIETKY OCTPOBKOB JlaHTep-
TaHCa C MHAYKIVIeN HOBBIX CJIy4aeB MHCYIIU-
HO3aBUCHIMOTO ;a0eTa y ieTeil ¥ B3POCIIbIX.

O BAXKHOCTU HACTOPOXEHHOCTH
KuTaiickuil eHTp 0 KOHTPOJIIO U IIPO-
¢dwrakTrKe 3a607IeBaHUI 3apeTUCTPUPO-
Bas CJ/l B KauecTBe KOMOPOUIHOTO COCTO-
AHUA y 42,3% B3pPOCJIBIX IAIlMEHTOB
¢ COVID-19, a cMepTHOCTh GOJIBHBIX AMa-
6etom npu COVID-19 6buLla BbIIIE
II0 CPaBHEHUIO C MallieHTaMU C COXPaH-
HBIM yIJIEBOZHBIM OOMeHOM (7,5 % IIPOTHB
2,3%). Y B3pocibix CJl oTHeceH K YUCIY
KOMOPOUAHBIX 3a00I€BaHU, ITOBBINIAI0-
IIVIX DUCK TSKeJIOro TedeHUs U He6JIaro-
IIPUATHOTO MCXO0AA IPpY NHPULIVIPOBAHUH
COVID-19.

KopoHaBupycC He TONbKO aTtakyeT MasieHbKNX
NaLVeHToB C caxapHbIM OuabeTom, HO 1 NpoBoLMpYeT
€ro pasBuTME Y 300POBbLIX AETEN, 3a60NEBLLNX
KOPOHaBUPYCHOW MHMpeKUnen

YTO KacaeTcs MeAUaTPUIECKOM IPaKTH-
KU, TO, COIJIACHO eXeHeZleJIbHON MH(popMa-
[, ITyOJIMKYeMOM Ha caitTe MeKmyHapo-
HOro obmectBa guaberta y fereii (ISPAD),
cpeny manyeHToB ot 0 1o 25 et ¢ CII 1 Tuta,
3aboneBmmux COVID-19 B Kutae u Utamuw,
He ObUIO TSKEJIBIX CIy4aeB, II0TPe0OBABIIIX
rocruraym3anyy. OfHAKO 3TO He ITOBOZ, Jie-
JIATh BBIBOZ, 00 OTCYTCTBHY PA3/IMYMI B Tede-
Hr COVID-19 y peteii ¢ quabeToM u Ges
Hero. Takue 3aKIIOYEHV He TOJIBKO IIPeX-
JIeBpeMEHHBI, HO U OIIaCHBI, ITOCKOJIBKY OHH
MOTL'YT OCJIA0UTh HACTOPOXKEHHOCTD Bpavyel,
KOTOpBI€ OYZyT CTATKUBATHCA C COYETAaHUEM
3THX ATOJIOTUH Y peOeHKa.

Tak, Hampumep, mpodeccop Xiaoping
Luo coo6umwI, YTo B IIE€PUOJ, BCIIBIIIKU
COVID-19 B KHP GbLTH 3aperriCTpUPOBAHBI
HOBBIE C/TyJau 3a00/I€BAHISA AUA0ETOM,  TAK-
JKe CJIydaul KeTOaluz03a y AeTel C YCTaHOB-
JIEHHBIM Z0 Havyata maugemuu C/I 1 Tuma,
TP KOTOPBIX IIPOUCXOAIIIA 33/iePsKKa OKasa-
HIIA TIOMOIIIY B CBSAI3U C e HaIlIPaB/IEHHOCTHIO
Ha JIMKBUJAIUIO KOPOHABUPYCHON HMH(peK-
Y. A UTAIbIHCKUM npodeccop A. Ckapa-
MYIIIIa BEIPA3WI 06eCIIOKOEHHOCT I10 TI0BO-
JIy TOTO, YTO B SIHIEMIYECKUH IIePUOL

ponuTenu geTel, OOJMBHBIX AUAOETOM,
00sICh KOHTaKTa C MHGEKINed, CBOeBpe-
MEeHHO He 06paIlIvCh 32 MEIUIIMHCKON
TIOMOITBIO, B CBA3U C YeM ObLTO HECKOIIBKO
CIydaeB TSDKeNIOro KeTtoaruzgosa npu CIT
1 Turma.

PEKOMEHAALIUU ISPAD

Ipu o6cIeoBaHNUY peOeHKa ¢ JuabeToM
U IIOfI03peHreM Ha KOPOHABUPYCHYIO UH-
ek BaXKHO 00OpamaTh BHUMAHKE
Ha CUMIITOMBI CO CTOPOHBI PeCIIPaTOp-
HOTO TPAKTa, Ayapelo, IIoTepIo Beca, pBo-
Ty, 3allaxX alleTOHa B BBIIBIXaeMOM BO3/y-
Xe, IIaTOJIOTUYeCKoe JbIXaHMe, CTelleHb
00€e3BOXKMBAHMA, IUPKYJIATOPHbIE pac-
CTPOMCTBA, IOBBIIIEHNE TeMIepaTyphl.
MOHUTOPYHT NIMKEMHUH CJIeflyeT IIPOBO-
[T 4alre, YeM OObIYHO (10 10 u Gosee
Pa3 B CyTKU), OIIPeAeATh KeTOHBI B KPO-
BU WIN Moue. Takue CHUMIITOMBI, KakK
OZIBIIIKA U (JTAOOCTh, MOTYT MaCKPOBATh
KeToalM03, ITI03TOMYy AMarHo3 ITHeBMO-
HUY HEOOXOIVIMO CTaBUTD IT0 COBOKYITHO-
CTU KJIMHUKO-IA00PAaTOPHBIX JaHHBIX
U pe3ynbTaTtoB KT jerkux.

B Tepanmuu Ba)KHO He IpeKpamiaTh
BBeleHUe WHCYIVHA; IIPU JIMXOpajKe
Y MHTOKCUKAIINU €ro J03a MOXKET ObITh
TIOBBIIICHA U IlepepacipezesieHa 3a cyeT
yYBeJIMYeHUA UHCYJIMHA KOPOTKOTO JIeHCT-
B LleyreBas mkeMusa — 4-10 MMOJTB/T
(70-180 Mr/m1); ypOBeHb KETOHOB KPOBU
He JIOJDKeH IpeBbIaTh 0,6 MMoib[it. He-
00XOAUMO 0oJjiee TIATEILHO CIEeNUTh
33 OIAHCOM KUIKOCTY U JIEKTPOJIATOB.

PAHHAA OUATHOCTWKA CITOCOBCTBYET
YITYYLWEHUO NMPOIHOSA MNPY

MNOONCTPOON OOWERHHA (MOA)™

Mporpeccupyiowlas MbiweyHas auctpodpusa froweHHa — X-cuenneHHoe

HepBHO-MbIlWeYHOe 3a6oneBaHue, XapaKkTepu3yoLieecs NporpeccupyoLe

cnabocTbio M aTpochuen ckeneTHbIX MbILL W, KaK CNeACTBUe,

CepAeYHO-COCYANUCTLIMM, AbIXaTeNbHbIMU U OTPTONEAUYECKUMM HapyLLeHNnAMK' >

HanpaBnsiTe nauMeHTOB ¢ CMMNTOMaMK, XapakTepHbimMu ana MO,

¥ NOBbIWEHHbIMY Noka3atensamu aktueHocTu KK k HeBponory u N.%HeTMKyL4

Yr100bI NOATBEPANTL MNK nckNounTbL MO
Heo6X0AUMO NPOBECTN FreHeTUYEeCKNIA aHanu3

MonyunTb BCO MHGOPMAaLIMIO O GecnnaTHOM
anarHocTtuke M v 3aka3aTb reHeTUYECKOE
uccneaoBaHue Bbl MOXETE, MO3BOHMB

no Homepy 6ecnnartHomn Fopayent NUHUK

8 (800) 100-17-60**

[opsivas NMHUA NpegHa3HavYeHa UCKMIOUYNUTENBHO
NS MeAULMHCKNX paboTHUKOB.

MbiweyHas

cnabocTb, 3agepxka

leHeTuyeckuit aHanma

NO3BONUT OGHAPYXUTb
Lienesyto MyTaumio'4

MoBbILLEHHBI

ypoBeHb KK

hU3MYECKOTO U PEYEBOTO
pasButus’

3HaiiTe KOHKPETHYH MyTaLMIO KaXAoro
nauueHTa, YTobbl ONpeaenuTL
BO3MOXHOCTM Tepanuu!'’

MNOOANCTPO®UIO OKOLWEHHA
He ynycTum H1 AHs

*KK — kpeaTuHkiHasa. ** B nporpammy npuHumatoTcst Guomatepuanl OT nauueHToB Myxckoro nona ¢ yposHem KK>1000 Eq\n. Bpems pa6otbl
ropsiyeit MHMN: no pabounm aHsm ¢ 9 o 18 yacoB no MockoBCKOMY BpeMeHM.

CnpaBoyHas nutepatypa: 1. Bimkrant DJ, et al. Lancet Neurol. 2018;17:251-267. 2. Laing NG, et al. Clin Biochem Rev. 2011;32:129-134.
3. Merlini L, et al. Muscle Nerve. 2012;45:796-802. 4. standardsofcare/dmd/us_english/dmd_us_familyguide_june2010.pdf. 5. van Ruiten HJ, et
al. Arch Dis Child. 2014;99:1074-1077. 6. Henricson E, et al. Muscle Nerve. 2013;48:55-67. 7. Goemans N, et al. Eur Neuro Rev. 2014;9:78-82

nata 06HOBNeH!s MaTepuana: okTsiops 2020 r.
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YPOK OU3KYJIbTYPHI

CnopTtumBHble Harpy3ku rnocne COVID-19:;
Kak MomMoYb CepALy aganTtnpoBaTbCA?

lNocrne cHATUSA aNUQEeMUOTIOrMHECKNX OrPaHNYeHn, CBSI3aHHbIX C KOPOHaBUPYCOM,
3aKOHOMEPHO IMPON30LLIESTT HEKOHTPOJIMPYEMbIV POCT CIIOPTUBHOMN aKTUBHOCTU HACESIEHNS —
rnpogeccuoHaIbHOV 1 JII06UTETILCKOM, B TOM YMCTIE Cpean AETEN v rNogpocTKoB. B aTnx
yCr10BUsIX 60JIbLLOE 3HAYEHNE NPrUobpeTaroT AOMNOIHUTEIbHbIE 3HAHUS MEAULMHCKOIO
coobLyecTBa 0 BO3MOXHbIX ocsioxHeHusx COVID-19, saatparvBaroLymx cepale.

AnekcaHap
Cepreesuny
LWAPbIKUH

[.M.H., npodeccop Kadeapbl roCNUTanbHON
neguatpum um. B.A. Ta6onvHa neguaTpuyeckoro
dakynereta PrAOY BO «PHUMY

M. H.W. Muporoea» M3 P®, getckuin kapguonor
I'BY3 «[eTckas ropofckas KnmHuyeckas
6onbHULa um. 3.A. Bawwnseson O3M»

MEPbI NMPEAOCTOPO>XXHOCTHU
OGDbsABIeHME TTAaHAeMUY BceMUpHOM opra-
HU3alYeN 3ApaBoOXpaHeHs IIPUBEJIO K IIpe-
KpaIeHUIO CIIOPTUBHO-3PEIUIHBIX Mepo-
MIPUATUHA ¥ CAMOU3OJIAIUY, Pe3KO CHU3UB
BO3MOKHOCTH JIIOJIel 3aHUMAThCA CTIOPTOM —
Ipo¢eCCUOHATBHBIM WIH PeKpealliOHHbIM.
ITo Mepe CHATUA OTPAaHUYEHUN U BO3BpaTa
K (pU3mIecKoil aKTUBHOCTH HEOOXOIMO
COOJTIONATD OTIpe/ie/leHHbIe MephI IT0 IPeOT-
BpaIleHUIo PaclpocTpaHeHuA KOPOHaBUPY-
€a, B TOM YHUCJIe Cpey I0HBIX CIIOPTCMEHOB.
DTO JOCTATOYHO CJIOKHO 00eCIIeYUTh, Belb
JIeTH IIIKOJILHOTO BO3PACTa MPeJICTABIIAIOT
€060I MHOTOUUCIEHHYIO U TTOJIBYDKHYIO YaCTh
HaceJIeHUs, He CJIUIIKOM IIPUBEPKeHHYIO
CO3HATEJIbHOU SIIHIEMUOJIOTYEeCKOM JUC-
mumnHe. HaGaogeHne 3a MHOXeCTBOM
TaKuX pebAT TpebyeT 3HAIUTETHHBIX PeCyp-
COB U TIOCTOSTHHOT'O PACIIVPeHUA 3HaHUHN
0 JAHHOU UH(DeKI1U.

KOPOHABUPYCHbIE OCOBEHHOCTU
Kak u3BecTHO, B ceMelicTBo Coronaviridae
BXOAUT O0JIbIIOE KoudecTBo PHK-comep-
»KaIUX BUPYCOB, CIIOCOOHBIX MHPUIIIPO-
BaTh YeJIoBeKa U HEeKOTOPBIX KUBOTHBIX.
A66peBuarypa SARS-CoV — OT aHIJIMICKO-
ro Severe acute respiratory syndrome
coronavirus (KOpOHaBUPYC, BbI3bIBAIOIIUI
TSXKeJIBIN OCTPBIA PecIIUpaTOPHBIN CUH-
JIpoM), a SARS-CoV-2 — HOBBIN IITaMM BO3-
Oynutesneli, 0GHapy>XeHHBIN B KOHIe
2019 roza ¥ BBI3BIBAIOIINI OITAaCHOe UH(peK-
IoHHOe 3a0omeBanue COVID-19.
OcHOBHBIe ITyTU Ilepefavu BUpyca —
BO3/IyILITHO-KAaIleIbHbIM, BO3AYIIHO-IIbUICBOM
U KOHTaKTHBIW. Bo3ay1Ho-KamnenbpHas mnepe-
Jlada BO3MOXKHA, KOI/Ia GOJIbHOI KaIlUIAeT,
ypxXaeT, KpUYIUT WIK JaKe IIPOCTO Pe3KO BbI-
JIbIXaeT BO3IyX, KOHTAKTHA:A — KOI7IA YeJIOBeK
TporaeT o6ceMeHeHHbIe BUPYCOM IIOBEPXHO-
CTH U 3aTeM KacaeTcs [VIa3, Hoca WK pTa.
BricTpoe pacnipocrpanenue COVID-19
CBA3aHO C 3apaKeHNeM 3/I0POBBIX JIIofiel
OoT 6eCCUMIITOMHBIX HOCUTEJIEH U OT TeX,
y KOTro 60JIe3Hb ITPOTEKaeT B JIETKOH (opMe,
roxo)xeii Ha 6aHaIbHYI0 OPBY, a Tak ObIBa-
eT B 81% ciy4yaeB. Cepbe3Hble CUMIITOMBI
(IUCITHOB, TUTIOKCU) BOSHUKAIOT IIPUMEPHO
y 14 % 3a60yIeBIINX, a Y 5 % HaOII0maeTCs
KpUTHYeCcKoe TeueHre NH(PEKIHU C JbIXa-
TeJIbHOM HeI0CTaTOYHOCTBIO, CeIITUYECKUM
IIIOKOM WX AUCPYHKITMEH IPYTUX OPTaHoB,
COXpaHAIIeNCA JyINTeIbHOE BpeMsl.

TECTbl HA SARS-COV-2
CyIIecTBYIOT [iBa TUIIA TAKUX TECTOB:
1. OrmpegeneHre HYKIEHMHOBBIX KUCJIOT
TeHeTUYeCKOro MaTepuaja BUpyca IIyTreM
TIOJIMMepa3Hou LenHou peakuuu (ITIIP).
2. CeponorMyecKUi TeCT Ha aHTUTeJA,
KOTOpbIe OPraHW3M BbIpabaThIBaeT IIPOTHB
SARS-CoV-2.

HackosbKO 3T TecTbI 9P (PEeKTUBHbBI?
OpuoxpatHoro orpunarenbHoro I111P-ma3ka

U3 HOCOIJIOTKU HEeJJOCTaTOYHO JJLSI MCKIIIO-
yeHua COVID-19, TOCKOJIBKY OH aeT II0JIO-
YKUTeJIbHBIN Pe3yJIbTaT He GoJtee yeM B 63 %
cry4daeB. TOYHOCTh JUATHOCTUKY YyIIydllla-
eTCA IIPY TTIOBTOPHBIX TPO0ax WIN aHATH3e
00pasIoB 13 GPOHXOATBBEOJLIPHOIO JIABAKA
(0 93 % TIO3UTUBHBIX Pe3YJIBTATOB).
Pe3yyibTaThl TECTOB MEHAIOTCA CO BpEMe-
HeM. AHTHUTeJIa OABJIAIOTCA He PaHbllle
IIATOTO-AECATOrO AHA, mprdeM y 30 % Ianu-
€HTOB UX YPOBEeHb YPe3BbIYaiHO HU30K (BO3-
MOZKHO, 113-33 HEeIOCTAaTOYHO HANPsKEHHOIO
TeueHNA 6ose3HM). Ha Mo3gHUX cTagusax
JacTo OKasbIBaeTcs oTpulaTeabHol ITIP.
Tutpel IgG, UMeIIIKX ITePBOCTEIIEHHOE 3Ha-
4YeHHUe JJIA OATBePXAeHUA (aKTa IepeHe-
CeHHOU paHee MH(MEKIIUU, MOTYT CHIKATbCA
C TeYeHreM BpeMeHU. A 3Ha4uT, HeT 100-1po-
LIeHTHOM YBEPEHHOCTH, YTO JaHHbBIN YeJI0BEK
(B TOM UmM(JIe CIIOPTCMeH) ITlepeHec KOpOHa-
BUpycHy0 nHpekuro (K1) mwiu cyactiuBo
n36eKas ee U MOXKeT ObITh JOIYIEeH K JAaIb-
HEMIIUM CIIOPTUBHBIM MEPOIIPUATHAM.

OMACHbIE KOHTAKTbI

A BOT KakK pacIipefieialoTCa BUAbI CIIOpTa
10 OIaCHOCTU KOHTAaKTOB U BepOATHOCTU
nepegaqu SARS-CoV-2 conepHUKaM.

Bupbi cnopta YpoBeHb pucka

VHgvBnayanbHble

WhnuenayanbHble GNN3KNIN KOHTAKT

WHgmBuayanbHble cTByeT BCerga

CpepfHuii, B T.U. pUCK Nepeaayn nH-
R deKLMN KOMaHe CONepHMKOB
KomaHaHble BbIcoKWIA, B T.U. pUCK Nepepayn nH-

KOPOHABWUPYC U CEPALIE

Haub6omee Taxensle nnociaencrsus KU cas-
3aHBI C MOBpeXJeHHUeM CepJledHO-
cocynuctoi cuctemsbl (CC3), 0coGeHHO
C MUOKapguToM. MIrpas BeAyIyoo poJb
cpelyu MPUYUH BHE3aIlHOU cepZedHOoU
CMepTU y MOJIOABIX CIIOPTCMEHOB
(mo 35 set) B EBpomne, BeTuKOGpUTAHUU
u CIIA, oH MOXeT IIPOABJIATHCA APUTMU-
ell, cepJledHOM HeJJOCTaTOYHOCTHIO UIN
CUMy/nIHUpOBaTh MHPapKT Muokapza. Ciy-
Yay BHE3aITHOW CMepTU OIUCAHBI U IIPU
TsKesIoM TedeHuU KU ¢ 1rmarHocTideCKM
TIOBBIIIeHNeM YPOBHSA TPOIIOHMHOB U pas-
BUTHEeM apuTMuil. OfHAKO HesACHO, BO3-
MOXKHO JIU IIOBpeXJeHue MUOKapAa IIpu
JerkoM TedeHuu COVID-19.

Hu3Kunih n3-3a BO3MOXHOCTU NCKO-
YUTb HenOCpe,D,CTBeHHbIVI KOHTaKT

CpefHuiA: BO3MOXEH 3MN304MNYECKNN

BbICOKUiA: 6NIU3KMIA KOHTAKT NPUCYT-

deKunn KomaHae ConepHUKOB

BeposiTHOCTb pacnpocTpaHeHUs BUpyca cpey CopTCMEHOB [OCTAaTOYHO BENMKA.
OT0 CBAI32HO CO crnepyLMm 06CTOATENBCTBAMM.
1. CopeBHOBaHMS NtOOLIX yPOBHEN NPOXOASAT NPU 60MbLLOM CKOMMEHUN N0AEN:

3puTenen, nepcoHana, CropTCMEHOB.

2. BupycHbie nHEKLNM NErko pacnpoCTPaHAOTCSA BHYTPU KOMaHAbI.
3. CnopTcMeHbl Npu XOpoLLeM caMo4yBCTBMU 1 cnabblix cumntomax OPBIA

He orpaHmn4mBaroT CBOM KOHTAKTbI.

Ha ¢ome BupycHOro 3a6omeBaHus, mpo-
TeKaBIIIero C BBIPAayKeHHBIM HeJIOMOTaHVeM,
HepeJIKO OCTAIOTCA He3aMeYeHHbIMU TaKye
CHMITTOMEBI KapJiuTa, KaK OOJIb WIN CTeCHe-
HUe B TPYIH, CepALeOreHusI, BOSHUKAIOIILe
JlaXKe IIPU OTCYTCTBUU JINXOPATKU V[V
PecMpaTopHBIX CUMIITOMOB. TpeBOKHBIM
3BOHOYKOM MOXKET OKa3aThCsA 3aMeTHOe CHU-
JKeHUe TOJIEPAaHTHOCTU K (PU3MYeCKUM Ha-
Ipy3KaM, COXpaHAIOIIeecs I0cJIe BbI30POB-
sreHuA. Bot moyemy c60p aHamHe3a TpebyeT
0c060r0 BHUMaHUA. [Ipy 3TOM HEOOXOIIMO
PpasiuyaTh NOUIEACTBUA BOSMOKHOIO MUO-
KapAWTa ¥ HeTaTUBHOe Bo3JelicTBYe Ha (QyHK-

Mpumepbi

ABTOCMOPT, MOTOCMOPT, GOYINHT,
ronbg, KOHbKOOEMXHbIN CNOPT,
TAXeENan aTneTrka, TEeHHUC, CHO-
ybopa, ropHble nbixu, puctain,
CTPENKOBbIN CNOPT, CKENETOH, 6aj-
MVIHTOH, 6VNbAPA, [APTC, HACTONb-
HbI TEHHUC, MPBIKKI Ha JibKaX

C TpamnaunHa

buatnoH, nnaBaHwue,
JIbI>KHbIE FOHKW, LIaxMaTbl

EpnHo6opcTa

Belcbon, KpukeT, BogHOE Noso,
BOJIENO0N, NNSXKHbIN Bonenbon,
dyT60n, MUHN-GYTOON, rPebna

Per6u, amepukaHckuin ¢ytéon,
XOKKeln

LIMOHAIbHBIE Pe3epPBhI aTIeTa JUINTeIBHOIO
peKrMa CaMOM30JIALIAN.

IMocne muokapauTa Ha DKI Haubosee
YaCcTO PeTUCTPUPYIOT MKeJIYJOYKOBYIO H/IUIH

HaKEJIY0UYKOBYIO apUTMUIO, U3MeHeHUA
cermenTa ST, nuBepcuio 3ybua T, peske —
6JI0KaZy JIeBOUM HOXXKU IIydka ['mca mwim
aTPUOBEHTPUKYIAPHYIO Osokany. IIpu co-
IyTCTBYIOIIEM IIepUKapANaIbHOM BBIIIOTE
MOXKeT CHIKaThcA BobTaX QRS.

Dxokapauorpaduieckre u3MeHeHU
CIWIBHO BapbUPYIOT. B HEKOTOPBIX CIydanx
CTeHKH JKeJyJ[0uKa TOHKMe, a II0JIOCTh yBe-
JIM4eHa, YTO CUMYJIMpYyeT AWIaTaluOHHYIO
KapAWOMMOIIaTHIO. B pyrux — pacmupe-
HUA KaMep HeT, a MUOKapJ, yTO/IIeH BCe-
cTBUe ero oTeka. HacocHad QyHKIuUA JIeBo-
ro JKeJyJZOo4YKa MOXKeT ObITh CHM)KeHa
B Pa3IWYHOU CTeIleHM.

ITpu paHee AUarHOCTPOBAHHOM BOB-
JledueHUU MMOKapZa (IIOBBIMIeHHBIH ypo-
BeHb KapJXiOMapKepoB) I[eJ1eco06pa3Ho
BBINIOJIHEHN e MarHUTHO-Pe30HAHCHOH
toMmorpaduu (MPT) a4 nogTBep:KaeHUA
TeKyIero Ipolecca WiK ero MocIeACTBUN
(BOCTIAIUTENIBHBIN OTEK, IIOJTHOKPOBUE
MUOKapza, GuOpo3HbIe 09aru C MIpeuMy-
IeCTBEHHO CYyO3IMKaAPANAIBHOMN JIOKAIH-
3amueil B HIDKHeJIaTepAJIbHON CTeHKe Ke-
sgymouka). ®ubpo3Hbie OYaru Jaxke mMpu
OTCYTCTBUU JUCHYHKIMH KeJyJouKa oIac-
HBI Pa3BUTHEM KeJIyJOUKOBOM TaxuapUT-
MWU — TaKVM IaleHTaM TpebyeTcs oco-
60e BHUMaHuUe!

OLIEHKA COCTOAHUNA

[TOCKOJIBKY HET TeCTOB, CITOCOOHBIX YCTAHO-
BUTB ITOJIHOE 3aBeplleHNe BOCIIAINTEIbHO-
TO IIpoLecca B MUOKap/ie, OIleHKa COCTOSHUA
CIIOPTCMEeHAa OCHOBBIBAETCA Ha ITOKa3aTesIaxX
BBIPOKEHHOCTH U JJTUTETBHOCTU 3a60JIeBa-
HUA U ero MOp(OIOTHIeCKUX IT0UIe/[CTBU-
AX AJA cepAla. PekoMeHzanuu 1mo Bo3
BpamjeHUI0 B CIIOPT IIOCTAe MUOKAPAU-
Ta BKJIIOYAIOT IIepUOZ, OTAbIXa He MeHee
3-6 mMecALeB (B 3aBUCUMOCTH OT TXKeCTHU

1. 3poposeble: MNMLUP, TecTbl Ha IgM 1 IgG — oTpuuaTenbHble.

2. MepeHecme KN 1 nonHOCTLIO BbI3gopoBesLumne: [gG-nonoxmTeneHble.

3. Ewe He BbI3goposesLune n Hocutenu supyca: MNUP- nnm IgM-nonoxutensHeble.
K 3aHATMAM MOryT 6bITb OMNYLLEHbI IMLUb CNOPTCMEHbI U3 NEPBbLIX ABYX rpymnn.
OpHako 1 nx MOryT NoAcTeperaTh TaviHble U ABHbIE ONACHOCTM MPY BO3BPALLEHN

K TPEHUPOBKAM.
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YPOK OU3KYJIbTYPbI

PucyHok 1. Oxokapanorpamma npu 6onesHm
Kasacaku. CTpenkamu ykadaHbl aHEBPU3MbI
npaBoK 1 NeBO KOPOHaPHbIX apTepuin

U JUIUTEIBHOCTY 3a00JIeBaHYLA), IIepUOIY-
YyecKrie IIOBTOPHbIe 00CIe0BaHNA, 0COOeH-
HO Ha IIPOTKeHUU IepBLIX ABYX JeT. K Tpe-
HUPOBKaM peGeHKa JIOIYCKAIOT IIPU CJIefy-
IOIUX YCIOBUAX:

a) cucronmuyeckas QyHKITUA KeTyIouKa
JIOCTUIJIa HOPMAJIBHOTO YPOBHH;

6) CBIBOPOTOYHBIE MapKephI BOCIIaJIe-
HUA, TOBPEXACHNA MUOKaPZA WIN CepAed-
HOH HeJJOCTATOYHOCTH HOPMaJIN30BaJIUCh;

B) He PeTUCTPUPYIOTCS HaJ- WIN XKeJly-
JIOYKOBbIE aPUTMUU IIPU XOJITEPOBCKOM
MOHHUTOPUPOBAHUY /WM IIPOrPeCcCUpyIo-
IeM Harpy304HOM TecTe.

Cpenu gpyrux ocinoxHeHuit KV, satpa-
TUBAIOIIUX cepjlie AeTel, OTMeYaloT 3Ha-
YUTEIbHBIA POCT UMMYHHOTO OTBeTA B BU-

ne KaBacaku-mmogo6Horo cuHapoma. B Mrta-
JINYM €ro 4acCTOTa yBeJM4miachk B 30 pa3
110 CPaBHEHMUIO C JOSNIUAEMUIECKUM IIepU-
0JI0M, IIpUYeM C Gojiee YacThIM BOBJIeYe-
HUEM CepALia U TAXKeJIbIM KINHUYeCKUM
TeuyeHreM. K Hanbosee ceppe3HBIM IOCIIE]-
CTBUAM CUHApPOMa KaBacaku OTHOCUTCA
aHeBpU3MaTH4YeCKasd TpaHCHopMalusa Ko-
POHApHBIX apTepHUii, PeUIU3YIOIIAACA B I10-
cleayole rofbl B BULEe KOPOHAPHOTO
CcUHJpoMa (puc. 1).

IIpOTHBOIIOKA3aH CIIOPT U IIPU YJINHe-
HuU vHTepBata QT ¢ OITaCHOCTBIO Pa3BUTHUA
GUOPWUIAINY JKeTyJOYKOB, CBA3AaHHOM
C IIpMMeHeHNeM HEKOTOPbIX IIPOTUBOBU-
PYCHBIX IIPENapaToB (TUAPOKCUXIODOXUH,

JeJleHUsA AMHAMUKU JAaHHOTO COCTOAHUA
(He pexxe yeM pa3 B 5 THEN).

[l BceCTOpOHHe OIleHKU COCTOAHUSA
CCC criopTCcMeHOB, IlepeHeCIINX ITHeBMO-
HUIO WIN UMEeIOIIMX IOJI0XKUTEIbHBIA TeCT
Ha KOPOHABUPYC U KeJIAI0MKX BO30OHOBUTD
TPEHUPOBKY, JIOJDKHBI OBITH UCIIOTb30BAHbI
BCe OCHOBHBIE MeTObI UccaemoBanms: DK
B ITOKOe, DXOKI, Harpy304HbIe TeCThI, CyTOY-
HOoe MoHuTOpupoBaHue DKI' u A/, 1o noka-
3aHuAM — MPT.

3HAHUA — CUNA

Cy1ecTByIoIIYe JaHHbIE CBU/ETEbCTBYIOT
00 ompe/ie/IeHHBIX 0COOeHHOCTSIX YyBCTBU-
TEeJIbHOCTU CIIOPTCMEHOB K KOPOHABUPYC-

NPOBJIEMbI MNOCNE KOPOHABUPYCHOWN UH®EKLUN

1. [deTpeHMpoBaHHOCTb BCNeACTBME CAMOU3O0MALIMMU, KOTOpas MOXET NPUBECTH
K CNOPTMBHBLIM TpaBMam nocsie BO306HOBIEHUS TPEHUPOBOK.

2. Crtovikne gonroepemMeHHbie ocnoxHeHnsa KN ¢ gnucdyHkumen opraHos,
ycunmearwLmnecs npm usam4eckmx Harpyskax u cnocobHbie NPUBECTU K
WHBAaNMAHOCTU UK Tparnyeckum ncxogam.

A3UTPOMUIIVH, JJOIIUHABUP + PUTOHABUP
u ap.). [Ipu BepBbie 0OHAPYKeHHOM V/TH-
"HeHuu uHTepBaia QT y mamyeHTa, MoIyJas-
1IIeT0 B aHAMHe3e TaKye IIpenapaThl, Heoo-
XOAUM 4acThIil KoHTpoib DKT a4 ompe-

HOU nHpeKnuu, pakTopax pucka I Abl-
XaTeJIbHOU U CepAEeYHO-COCYAVCTON CUCTEM,
B OCHOBHOM OIIpeJie/IAI0IUX UX GyHKLIMO-
HaJIbHbIE BO3MOXKHOCTU. MepbI IIpeayTIpex-
JleHUA MHQUIMPOBaHUA U nepefayu SARS-

Buabl cnopta

C TPEHMPOBKaAMMU

Ha OTKPbITOM BO3yXe
6osiee 6e3onacH.bl

C TOYKM 3PEHUA nepenayu
MHGEKLNM NO CPaBHEHUIO
C 3aHATUSMM B MOMELLLEHUMN

CoV-2 oJDKHBI BKIIIOYATh KaK o0IIenpy-
HATBIE, TaK U cIenudUIecKue B CBA3U
C TeCHBIMU KOHTAaKTaMU CIIOPTCMEHOB,
II0Tb30BaHVEM OOIIMMHY IIOMeNIeHUAMU
U MHBEHTapeM B IIepUOoJ;, TPeHUPOBOK U CO-
PEeBHOBaHUH IIPU HEBO3MOXKHOCTH HOIIIe-
HUA IIPYU 9TOM MacoK U T.II.

CropTCcMeHBbI IPeJCTaBIAIOT COO0H
TPYIILy HaceJIeHU:, KOTOpas PaHbIIIe BCeX
II0/[BepIyIach 3HAYUTEIBLHBIM (U3NMYeCKIM
HarpysKaM IIOCJIe OKOHYaHMUA KapaHTHHA.
ITpu HeOCTATOYHBIX CBeIeHUAX 00 OTAa-
JIeHHBIX ITocnencTeuAx KU 1y opranusMa
BO3BPaT K NPpOPeCCUOHAIBHOMY CIIOPTY
JOJKeH OBITh CTPOTO PerVIAMEHTHPOBAH.
CHOPTUBHBIM BpadaM U KapAMOJIOraM elle
IIpeACTOUT HabpaTh COOTBETCTBYIONTUI
onbIT. HafeeMcs, YTO 3HAKOMCTBO C MeIo-
melica Ha JAHHBIA MOMEHT UH(popManyein
OyzeT criocOGCTBOBATH IOBBIMIEHUIO UX
npodecCUOHANTbHBIX 3HAHUM.

Cnucok aumepamypol
Haxooumesa 8 pedakyuu

CKOIUHDAPM

MouwHocTb 3aBoga — 1 200 000 000
Kancysn/TabneTok B rog

CTponTenbcTBO HUOTEXHONOIMYECKOrO Liexa
4 ctagun nepepaboTky npenapaToB KPOBM

A I

P | |

[Tpon3BOACTBO NpPenapaTos:

) NOVARTIS
oclapharmao

CSL Behring

25 ceHTs6ps 2018 r. 6611 nognucaH CMAK no npon3BoacTBy MOSIHOMO LMK
npenapaTtoB KpoBu ¢ MuHnpoMTtoproM PO u lpaButenscTBoM Psa3aHckon obnactu

CobcTBeHHas nabopatopus

N . [ I
lMonHoe cooTBeTcTBUE cTaHAapTaM GMP, ISO 9001:2015, TOCT P UCO 900
I ENuNlE WS
Peanusauns npoekTa pacliMpeHns NpoM3BOACTBA MHHOBALMOHHbIX NpernapaToB
«HoBapTUC» Ona nevYeHUs OHKONOrMYeCKUX U reMaToniorMyecknx sabonesaHun

e 3 F

TEmE

L
“-mhi____——'|—
|

391800, PazaHckas obnactb, CKONUHCKUK panoH, lNpoMebiwneHHas 3oHa Nol Tep., 3gaHue 1

TenedoH: +7 (49156) 2-28-44 www.skopinpharm.com

Peknama
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KIMMHNYECKI CNTYYAN

NpwnHa

UropeBHa
MWEHNYHUKOBA
K.M.H., accucTeHT Kacheapbl neguaTpum
®reoy «OrMoO Poccuiickas MmeauumHcKas

aKafemus HerpepbIBHOrO NPOeCCMOHaNLHOro
obpasoBaHus» MuHsgpasa PO

- TaTtbsiHa
. l MwuxannoBHa
\ TBOPOIOBA

K.M.H., JoueHT kadeapbl negmaTpum

®reQy «AMNoO Poccuiickas MeamumMHcKas
aKafieMus HermpepbIBHOro NPodheccUoHanLHOro
o6paszoBaHus» MuHagpasa PO

>
N NpuHa
i HukonaeBHa
4 3AXAPOBA

[.M.H., npodeccop, 3aBedytoLlas kadenpon
negmatpum um. akagemuka I.H. CnepaHckoro
®reoy «ArMO Poccuiickas meauumHcKas
aKafemus HenpepbIBHOro NPodeCCUOHaNbLHOro
obpasosaHus» Muxsgpasa PO

CPbIB TOJIEPAHTHOCTU

B maTtoreHe3e BUPYCHOTO MUOKapAUTa
UTPAIOT POJIb HeIloCpeJCTBeHHOe IIUTOIIa-
TUYeCKOe efCTBUe BO30yAUTeNs Ha Kap-
JVIOMHOIIVTHI, BIUAHNE TOKCUHOB U IIPO-
BOCIIAJINTEIbHBIX IUTOKUHOB, MeTabo-
JiM4yecKUe HapylleHUsA U pacCTpPOMCTBa
BereTaTUBHOU PeryysALuU CepledyHo ge-
ATeJIBHOCTU. B psAzie crydaeB Ha (poHe BU-
PycHOU MHPeKuu, HepCUCTUPYyIoIen
B KapZUOMUOLIUTAX, IPOUCXOLUT CPbIB
BPOXKAEHHOU TOJIEPAHTHOCTU K COGCTBEH-
HBIM aHTUTEeHaM C Pa3BUTHEM ayTOMMMYH-
HOTO IIOPa)XeHUA MUOKapZAa U CTPYKTYP
TIPOBOAAILIEN CUCTEMBI CepAIla.

[eTtn nepBbIx Tpex net
XU3HWN Hanbornee
noaBep>KeHbl BUPYCHOMY
MUoKapauTy

KITMHWYECKUE NPOABNIEHUA

[py BUPYCHOM MHOKAPAUTE OHA MHOT006-
Pa3HbI — OT OECCUMIITOMHOTO WIN CYOKJIH-
HUYeCKOTO TeYeHUs JI0 OCTPOLL HeIOCTATOY-
HOCTH KpoBoOGparenus. Hepeako cumirro-
MaTUKa CKPBIBAETCS IO MACKON OCHOBHO-
ro 3abosieBaHuA. BO3MOXKHBI OZIBIIIKA, Kap-
JUAJITUY, CepALleOreHNs, CHHKOIATbHbBIE
COCTOSIHVISI, OOJTHU B JKMBOTE, TOLTHOTA, PBO-
Ta U XKUIKUAM CTYIL

HecBoeBpeMeHHas1 AMATHOCTHKA BeJleT
K TSDKEJIOMY TeJeHUI0 3a00/IeBaHU C pas-
BUTHEM OCTOKHEHUH, JKU3HEYTPOKAIOIINX
COCTOSAHMU U JaKe BHe3AITHOU cepAeqHON
cMepTH. Y [leTeil, yMepuIux BHe3aIHo, I10-
pakeHHe MHOKapAa NHOEKI[MOHHOW IpU-
POABI OGHAPY:KUBAETCS C YaCTOTOM OT 9
0 42 %.

HecmoTpsi Ha pacpocTpaHeHHOCTh BU-
PYCHBIX OP)KEHUI MUOKap/a V JieTell Bcex
BO3PACTHBIX TPYIII, 3a4aCTYI0 OHU He BbISAB-
JIIOTCA CBOEBPEMEHHO. DTO CBA3AHO C He-
CrrerpUIHOCTHIO M1 MHOTOOGPasueM Kajiob
¥ KIMHUYEeCKUX CMITTOMOB, BapruabenbHo-
CTBIO KJIMHUYECKOM KaPTUHbI, OTCYTCTBUEM
crierprUIecKuX IIPU3HAKOB IIPU PYTUHHBIX
J1IaGOPATOPHBIX UCCIEMOBAHUSX.

Bupyc B cepALe:
NOOOCTPbIN MUOKapOUT
pebeHKa NATU MecsLIEB

[NopaxkeHne Muokapga NHEEKUNOHHOM rnpupoabl — HE PEAKOCTb y AeTevi 1 NogpOoCTKOB.
3abosieBaHne oTIM4aeTcs MHOroobpasmem n Hecreynpu4HOCTbH KITMHUYECKUX
MposIB/IEHUW, 4TO 3aTpyLHSAET CBOEBPEMEHHYIO ANAarHOCTUKY U yXyALUaeT MporHoas.
KrinHn4deckoe HabnogeHne, 0 KOTOPOM MovgeT peyb B 3TOV cTaTtbe, AJEMOHCTPUPYyET
OCOOEHHOCTU TeYEeHUS NMoJOCTPOV YOPMbI BUPYCHOrO MUOKapAamnTa, pa3BmBLLIEVICS HA GhOHe
UnTomMerasioBUpyCcHoOV MHpekUnn y pebeHka rnsatyu Mecsayes. 3anoqo3puTe anarHo3
ro3BOSINIIN HU3Kasl rpubaBka Macchl Tesia u apUTMUYHOCTb CepaeYHbIX TOHOB Mocsie
repeHeceHHoUW OCTPOU PeCrnpaTopHOU MHEEKUUN.

ANATHOCTUYECKUE TPYOAHOCTU
CyiiecTBeHHbIe 3aTPyJHEHU BbI3bIBAET
JUarHOCTUKA ITO0CTpou GOPMbI MUOKAp-
JUTa, KOTOPasA B GOJIBINIMHCTBE CJIyIaeB
IIpOTeKaeT 6eCCIMIITTOMHO U, IPOTPeCcCUpyH,
MOKeT OCJIOXKHATHCA HapylIeHUAMHU cep-
JIeYHOTO PUTMa U IIPOBOAVIMOCTH.

IIpu IUTAaHOBOM OCMOTPe JIeBOYKY IIATU
MecAIeB ITeJUaTp BBIABWI BbIPAXKEHHYIO
ApUTMUYHOCTH CepJieyHbIX TOHOB. Ha cTaH-
JapTHoii DKI Ha ¢oHe CHHYCOBOTO pUTMa
€ 9acToTo¥ 115-144 ya/MUH 3aperucTpupo-
BaHa yacTasd MOHOMOP(HaA »KeJyZ0uKoBasa
9KCTPACUCTONINA C YepefoBaHueM I10 TUILY
Ou- 1 KBaZpureMuHuu. [1anieHTKa OGbUIa
HalpabJieHa K KapAMOJIOry.

VI3 aHaMHe3a >KU3HU CTAJIO U3BECTHO,
YTO IeBOYKA POJWIACH OT IEPBOI OGepeMeH-
HOCTH, IPOTeKaBIell 6e3 0CO6eHHOCTe,
TIepPBbIX CPOYHBIX GU3UOIOTHIECKIX POZOB.
AHTpOIIOMeTpHUYeCcKHe II0Ka3aTeau IIpu
poXxIeHuU cpefHue (Macca 3400 r, AyuHa
Tesa 52 cM), OIleHKa 1o Arrap — 8/9 6aJLIoB.
[TpodunakTudyeckad BaKIIUHALYA He IIPO-
BOJAWIACH B CBA3U C OTKAa30M pOAUTeNIel.
[Tepyoz, HOBOPOXKAEHHOCTH IIPOTEKAII 6e3
0COGEHHOCTe.

B BO3pacTe OHOTO MecALA }KU3HU ObUTa
BbIIIOJTHeHa cragaaptHad DKI: 3apeructpu-
poBaH cuHycoBbIN putM ¢ YCC 148 ya/mMuH,
UHTepBAIbHbIE IIapaMeTPhl KapIUOIIUKIOB
HaXOQWINCh B IIpeZiesiax II0JI0BO3PACTHOMU
HOPMBI, 3JIeKTpIUYecKas OCh cepAlia BepTH-
KaJIbHasA (HOpMa JyId JAHHOTO Bo3pacTa). B xo-
Jie axoxapzauorpad (9xo-KI') 06HapyKIoCh
OTKPBITOE OBAJIbHOE OKHO JVaMeTpoM 3 MM
C He3HAYUTETLHBIM JIEBO-TIPABBIM COPOCOM.

B Ba MecAI1a, HAXOAACH C POAUTEIAMU
Ha OTZbIXe y MOp#, IlepeHecsIa OCTPyIo pe-
CIIUPATOPHYIO0 UH(PEKIUIO C IUXOPATKON
ot 37,3 1o 38,5 °C, pUHUTOM, YaCThIM BJIaXK-
HBIM KanuieM. JJaHHbIe CHMITOMEI HabJTio-
JAINCh Ha IPOTsHKeHUU Hegnenu. [Tomyyana
aHTUOMOTUKOTepanuio (nedayoCIopruH
TpeThero MOKOJIeH!s), PEKOMOWHAHTHBIN
uHTeppepoH, CUMIITOMaTU4YeCKoe JiedeH1e
C KWIMHUYeCKUM yiIydlieHueM. B TeueHue
JBYX HeJleJIb IT0CJIe IlepeHeceHHOro 3a60-
JieBaHUs ObUTY CHIKEHBI aKTUBHOCTD U aIl-
TIeTUT.

NCTOPUA BOJIE3HU
C poXxJieHIA HaXOIUTCA Ha UCKYCCTBEHHOM
BCKapMJIMBAaHUU aAAITTHPOBAHHON MOJIOYHOM
cMechIo. [IprbaBKa B Macce 3a IepBbIi U BTO-
PO MeCAIIbI KU3HU ObUIa (PUBHOTIOTTIeCKOM
(650 1 880 T COOTBETCTBEHHO). 3a TPETUI Me-
CAI1 IeBOYKa MprbaBmia Bcero 180 1, 3a yet-
BepTbIi — 210 T, 3a mATHIA —410 T.

ITo JaHHBIM ceMelHOro aHaMHe3a, Po-
JuTeny peGeHKa 370POBLL. JlelyIiKa 1mo Jii-

(1mV)

I MHW 0 vadwhi

(1mv)
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TuNeTP: 350Ny 50Ny MIonNUHMK

PucyHOK 1. 3KI™ nokos y aeso4km 5 MecsitieB. Ha ¢poHe cuHycosoro putma ¢ YCC 114—142 yp/muH
3apermcTprpoBaHbl MOHOMOPHBIE XeNyA0HKOBbIE 3KCTPACKCTONbI C HEPEAOBAHUEM MO TUMY TPUFEMUHUN

V: 10umic A Bam

HUMY OTIA CTPAZAeT A3BeHHO! GO0JIe3HBIO
YKeJTyIKa; y 6a0yIIKY 6bUT MeTa0oTMIeCKU
CHUHJIPOM.

B xoze ocMoTpa oTMedeHa GIeTHOCTh
KOKHBIX IIOKPOBOB. Pu3ryeckoe pa3BuTHe
JIeBOYKU HIDKE CpegHero, rapMOHUYHOE.
Macca Tesra— 5730 T (BTOPOI LIeHTHIbHBIN
KOPHJZIOP), POCT — 61 €M (TpeTuii IeHTWIb-
HBIM KOpUJop). ArtmeTut cHUKeH. [Icuxo-
MOTOPHO€ Pa3BUTHeE II0 BO3PACTY; aKTHUBHA,
peak1ud Ha OCMOTp afleKBaTHas.

ITpu GpUBUKAIBHOM 00CIen0BaAHNY
BBIABJIEHO yBeJITYeHNe IepeHeIIe HHbIX
U TIOJYEeTIOCTHRIX TUMGOY3JI0B 10 1 cMm
B JuaMeTpe. AyCKyJIbTaTUBHO OIIpeZeis-
JINCH IPUTYIIeHHOCTh U BhIpa)KeHHad
APUTMUYHOCTD CepAEeYHBIX TOHOB 3a CYeT
YacToH dKCcTpacucTonny. Yacrora cepred-
HBIX cokpameHuii (YCC) cocraBmwia 110-
140 ya/mMuH. ApTepranbHoe fapieHue (AZl)
Ha IIJIeYeBOM apTepUU CIIPaBa U cjeBa
OBLIO PaBHO 85/40 MM PT. CT., Ha IIOAKO-
JICHHOH CIIpaBa U cjieBa — 90/45 MM PT. CT.
[TedyeHb BBICTYIIAJIA U3-IIOZ Kpas pebepHOI
JyTU Ha 2 CM.

PE3VYIIbTATbl OBCJIEAOBAHUA

B KIMHIYeCKOM aHaIM3e KPOBY OTMeYaIach
JIeAKOIIeHVIsA, B GMIOXIIMITIeCKOM — ITOBBIIITe-
HbI YpOBHM KpeaTudochokuHassel (207 Exfn
npu HopMe 1o 190 Exfn), acmapraramu-
HoTpaHchepassl (49 ME[1 npu HopMe
J10 40 ME/[n) 1 TaxTataerugporetassl (695 Exfn
ipy HopMe 10 450 Enij). OGHapy»KeH BBICOKUI
YPOBeHb IMMYHOIJIOOYJTMHOB KJIacca G K ITy-
TOMeTIOBUPYCHOU nHbeKwu (22 Exfvt mpu
HopMe MeHee 6 Exjmit). UHbOpMaTUBHBIM
OKa3aJIOCh TaKXKe UCCIeNOBaHNe MapKepOB
MMOKapIUAIBLHOIO IIOBPeXK/IeHUA: IIOBBIIIeH
ypOBeHb TponoHuHa I (5,8 Hr/MI Ipu HOpMe
0-0,5 Hr/wmu1), MuOIIOOMHA (154,1 MKT/MJI IIpH
HopMe 17,4-106,0 MKT/MJI) 1 130¢epMeHTa
K®K-MB (31,3 Ex/n ipu HopMme 1,8-24 Enfi).
HVccnenoBaHre aHTUMUOKaPpAUAIbHBIX aH-
TUTEJ IOKA3aJI0 BHICOKYE UX TUTPBI K aHTH-
reHaM KapAuOMUOLMTOB (1:50 mpu HOpMe
MeHee 1:10).

Ha DKT Ha ¢oHe cMHyCcOBOrO puTMA 3a-
PerucTprpoBaHa YacTasd OAHOYHASA MOHO-
MopdHasA KeIyJ0UYKOBasA SKCTPACUCTONUA
(puc. 1). HYacroTa cuHyCcoBOro purMa — ot 114
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PuCYyHOK 2. ®parmeHT cyTouHoro MoHutopuposarust 9K no Xontepy. OteefieHure V6.
YepeposaHue ann3oAoB xenyaoykoson Taxvkapaumn ¢ YCC 125 ya/MyH 1 NeprofoB CMHYCOBOrO putMa
¢ YCC 110-118 yo/MuH

Pesyneratel 06cnenoBaHus ykasbiBatoT Ha NogoCTpoe
Te4YeHWe BUPYCHOro MMokKapamTa, KOTopbIii
COMpOBOXOAETCA HAPYLLUEHUAMWN pUTMA — XXEeSTyO04YKOBOW
Taxnkapaomen N IKCTPacUCTONNEN

1o 142 ya/MUHYTY, YTO COOTBETCTBYeT 25—
50 %o BO3PaCTHOI'O pacrpeeneHus. Jmireis-
HOCTb uHTepBaia PQ — 90 mc (25-50 %o),
komIwiekca QRS — 55 mc (25 %o), uHTEepBaia
QT — 235 Mc (25 %o), QTc — 349 Mc (25 %o).
[TomnoxeHVe JIEKTPUIECKOM 0CU cepatia ObI-
JIO HOPMAJIBHBIM (Lo = 68°, 50 %o).

ITpu cyrounoM MoHuTOpHHTe DKI Ha-
6JII0JAJIOCH YepeloBaHYe IIePUOJIOB CUHY-
COBOTO U 3IIM30Z,0B SKTOIIMYECKOTI0 >KeJly-
nmoukoBoro purMa ¢ YCC 118-126 ya/muH.
PeructpupoBanach yacTad OfUHOYHAA
U ITapHad MOHOMOpP(QHasA XKely0YKoBasA

aKcTpacucronua. CpeHUe ITOKa3aTenu
JHeBHOU, HOUYHOU u cyroyHoU YCC He BbI-
XOJWIN 32 IIpeJieibl BO3PACTHOU HOPMBI.
CyMMapHOe KOJIUYeCTBO SKTOIIUYeCKUX
JKEeJTyOYKOBBIX KOMIUIEKCOB B 00IleM 00'h-
eMe 3aperuCTPUPOBAHHBIX KapJVOIUKIOB
COCTaBWIO 54,6 %. DKTONUYECKUN PUTM
UMeJI CMeIIaHHbIN IUPKaJHBIN THUII, TO eCTh
OBLT pABHOMEPHO IIPeJICTABJIEH B II€PUObI
0GOAPCTBOBAHUA U CHA.

Ha 9x0-KI' Bu3yanmusupoBaIoCch OTKPBI-
TOe OBAIbHOE OKHO AUaMeTPOM 3,5 MM C He-
3HAYUTEIbHBIM JIEBO-IIPABBIM COPOCOM.

KIMNMHNYECK CITYYAN

BrIABI€HBI TEHAEHIMA K AWIaTalliy II0JI0-
CTHU JIeBOTO KeIyJ04Ka (KOHeYHO-AUACTO-
JIMYeCKUN pa3Mep JeBOro »KelyfodKa —
29-30 MM IIp4 HOpMe [0 29 MM), CHIDKeHHe
ero CUCTOJIMYeCKOU PyHKIUU (ppakuusa
BBIOpOCa — 55-57 %), a TaK)Ke yMepeHHO
BBIpayKeHHAA PerypruTaiya Ha MUTPaILHOM
U TPUKYCIIUIAILHOM KIalaHax. /laHHbIe
U3MeHeHUs MOTYT OBITh CJIeJ[CTBUEeM
He TOJIbKO NH(eKIIMOHHO-BOCIAIATETbHOTO
Tporecca, Ho ¥ GOpMUPYIOMIecsa apUTMO-
TeHHOU AUCHYHKINY MUOKapAa.

[Ipy Y3U opraHoB GPIOIIHOM MTOJIOCTH
BBIABJIEHA TeTIaTOMEeTaIiA; IIPU STOM 3XO0-
TeHHOCTb ITAPEHXVMBI ObLIa OOBIYHOM, 3X0-
CTPYKTYpa — OJHOPOJHOIM.

TAKTUKA JIEHEHUA

B TeueHMe fecATH AHEN IPOBOAIUIACH IIPO-
THUBOBOCIIAJIUTE/IbHAA TepanusA IIpeJHU30-
JIoHOM (1,5 Mr/KT/cyTKH). [IpMeHsICA pe-
KOMOWHAHTHBINA MHTepdepoH ambda (150 000
ME fBaXKAbI B CyTKU Ha IPOTAKEHUU CeMU
JHett). Ha 3ToM doHe HabII0AaI0Ch YiIydIlie-
HUe aIeTuTa, 3a 10 AHel JeBovYKa mpubda-
BWIA B Macce 275 I. JJaGoparopHbIe Imapame-
TPBI IPUIIUTA B HOPMY, HO JKeJIyIOIKOBAs
TAXVKAPIUA U 9KCTPACUCTONIVIS COXPAHSITUCH
B IIpe’kHeM oG0BbeMe. [Tocite MOAKITIOYe N
AHTUAPUTMITIECKOU TepaIvy aMUOIAPOHOM
(20 MT/KT/CyTKM) YKeIyZOYKOBAS SKTOIIITIe-
CKas1 aKTUBHOCTB COKPATIIACh He3HAYUTETh-
HO. BbIIO IPUHATO pellleHye 0 IIPOBeJleHNH
KOMOWHUPOBAHHON aHTUAPUTMUYECKOU
Tepamuy: aMUOLAPOH (20 MI/KT/CyTKY) U Kap-
6ama3zenuH (9 Mr/Kr/cyTKHU). B pesysnbraTe
JIOCTUTHYT TepaneBTUuYecKuil 3¢ ¢deKT B BU-

Jie 3HaYNTeJIbHOTO CHIDKEHMA IIpeJICTaB/IeH-
HOCTH SKTOIITYECKOTO PUTMA U YIIyJIIeHILT
reMOAVHAMUYeCKUX I1apaMeTpPOB.

ITocste nrecTy MecsAIieB KOMOMHUPOBAH-
HOU aHTUAPUTMUYIECKOM TePANUH OHA ObI-
JIa oTMeHeHa. Celi9ac IPOBOIATCA KyPChI
KapAroMeTaboINIeCcKOH Tepanuu (J1eBo-
KapHUTUH, youzieKkapeHoH). [Ipu o6creso-
BAaHUM B JUHAMUKE COXPAHAETCA peaKasd
JKeJTyIouKoBas sKcTpacucronusd (0,4 % xe-
JIyJOYKOBBIX 9KTOIIMYECKUX KOMILIEKCOB
B 00mieM o6beMe 3aperuCcTPUPOBAHHBIX
KapIMOLMKJIOB), TapaMeTpbl TeMOAMHAMMU-
KU II0 JaHHBIM DX0-KI' B HOpMme.

JlaHHOe KIMHIIeCKOe HaOJo/ieHue Jie-
MOHCTPUPYET 0COOeHHOCTH Te4eHU: IOA-
ocTpoi GOPMBI BUPDYCHOTO MHUOKapAUTa
y pebeHKa IIepBOTO T0ZA KU3HU, 3aTPYLHA-
I0lIMie CBOeBpeMeHHYIO BepU(pUKaIUIo IU-
ar”osa: OTCyTCTBHe MaHM(}eCTHBIX KINHU-
YeCKUX ITPOABIEHUH, MAJIOCUMIITOMHOCTb.

[To3mHAA [UATHOCTUKA U OTCYTCTBHIE
aZleKBaTHOU Te€PAIIUU 3HAYUTEHHO IIOBHI-
AT PUCK TpaHchopManuy HHEKIOH-
HOT'O MMOKAapUTa B AWIATAIIMOHHYIO Kap-
JUOMMOIIATUIO — TsDKeJIoe 3a00IeBaHue
C HeOJIATONPUATHBIM UCXOLOM.

OcBeOMIEHHOCTh Y HACTOPOXKEHHOCTh
Bpaydeil aMOy/IaTOPHO-TIOTUKINHITYIECKOTO
3BeHa UMeIOT GOJIbIIIoe 3HAYeHe I CBO-
€BPeMEeHHOTO BbIABJIEHVA OOIbHBIX MH(EK-
ITUOHHBIM MHOKapJUTOM. DTO II03BOJIUT
IIPaBWIBHO ONIPEAeNATh TAKTUKY BeJleHUA
TaKUX OOJIBHBIX, YTOOBI YIYUIIUTh TEYeHIE
¥ IIPOTHO3 3a00JIeBaHMA, IIOBBICUTH Kayde-
CTBO >XM3HU NaIlEHTOB.

Cnucok aumepamypsl HAX00UMmMca 8 pedakyuu

Ha npueme y negmnartpa: B LeHTpe
BHMMaHWA NaUUEHT C aHTMOOTEKOM

Hacnedcmaennolii aneuoomex (HAO) — pedkoe (op-
dannoe) 3abonesanue, 014 KOMOP020 XAPAKMEPHO

AHHa passumue peyudusupytouux aseuoomexos (AO)
lOpbeBHa CUBUCMBLIX 0007I0UeK U 27lyO0KUX C110e8 OepMbl pas-
LLlep6buHa JUMHOTE IOKANU3AUUL, 8 TOM UHUCILe HCUSHEY2POXHCA-

towjeti. Ha gonpocbl 06 smom 3abanedanuu omaseudem
IKcnepm, gedywyuil UMMYHON02, 0.M.H., npodeccop
PAH Anna Opvesna IIIEPEHHA.

[.M.H., npocheccop PAH

— Ha KakoM ypoBHe HaxoQUTCA ceituac quarsocruka HAO B Poccum?

— K coxkayieHn10, KaK U [UIsI MHOTUX PeJKUX 3a0oeBanuit, It HAO xapakTepHa
3HAUUTe/IbHASA TUIIOANATHOCTUKA. B pOCCUIICKOM perucTpe ecTh JaHHbIE IPUMEPHO
0 350 manyeHTax (IeTsax U B3powibix) ¢ HAO, 9yTo B 6-7 pa3 HIDKe YHCIa OOTbHBIX,
0KHM/IAeMOT0 B COOTBETCTBUM C PaCIIpoCTpaHeHHOCThI0 HAO B eBpOITeiCKUX CTpaHax.

— Ha 4T0 00pamars BHUMaHYe IIeUaTpy IPY BCTPeYe C TAKIM IAIeHTOM?
— He 3ameTuth cuvirroMbl HAO HeBO3MOXXHO. OTeKU HapyIIAIoT Ka9eCcTBO XKU3HU OOJIb-
HBIX, a 9aCTO YTPOXKAIOT U CaMOM »KU3HU. VX HepeJIKO IIyTaloT C A/UIePIIYeCKUMU OTeKa-
MU — OTCIOZIA HETIPaBWIHHOE 00CIeIOBAHYE U JIeYeHIe TAKUX ITaleHTOB. OTeKH Ipu
HAO 651BaroT JII060# JIOKAIM3AIHY, MOTYT BO3HUKATh IIPY HeOOJIBIOMN TPaBMe, CTpecce
WM 6e3 ABHBIX TPUITEPOB. B MOMEHT BOBHMKHOBEHV OHU He COIIPOBOXKIAIOTCA 3y7I0M,
KPaIBHUIIEH, TAKUMU JUIEPTIYeCKIMI CUMIITOMaMU, KaK YIXaHVe U IIOKPaCHEeHIe
1a3. Hepenko oTekaM ITpeiIIecTByeT NOMMOpP(dHas spruTeMa — ChIITb, KOTOPYIO ITyTaloT
¢ KparBHUIIeH. (JI0XKHee BCero I AUATHOCTUKY aGOMUHATHHBIN OTEK C OOJIBIO B 3K
BOTe Pa3HOU MHTEHCUBHOCTY, MHOI/IA C PBOTOM Y KOJUTAITTOUIHBIM COCTOSHUEM.

— O yeM BaKHO IOMHUTSH IanyieHTy ¢ HAO u/iwtu ero pogurream?

— HAO cB#13aH ¢ pHCKOM CMepPTeIbHBIX OCIOKHEHII, HO COBpeMeHHbIe ITaToreHeTHIecKyie
TIperapaThl MO3BOJIAIOT 3HAYMTEIHHO Y/IyJIIATh Ka4eCTBO *KU3HY MAIVIeHTOB, IPefoT-
BPaTUTh Pa3BUTHE }KU3HEYTPOXKAIOIINX CUTYAITNA. BayKHBI MHGOPMIPOBaHYE AIIEHTOB
U VX ceMeli 0 3a00JIeBaHNH U ITOAXO0AAX K JIEYeHUIO, BelleHre THeBHIKA CIMITTOMOB
U IOCTYII K ITaTOTeHeTIEeCKOU Teparum.

— KakogBa crparerus jedenua HAO?

— ITockonbKy B ocHoBe HAQO y GOJIBINHCTBA ITAIMEHTOB JIEKUT HeOCTaToK C1-MHTmou-
TOpA, TO /A KYIIMPOBAHUA OTEKOB, a TAKKe KPAaTKOCPOYHOM (HarrprMep, Irepes, CToMaTo-
JIOTYeCKOM ITPOLeAYPOL) U B HeKOTOPBIX CJIyYasAX AOITOCPOUHON MPOMIIIAKTHKHY (IIPU
YaCTBIX TSLKEJIBIX IPUCTYIIAX) HCIOb3yeTcs npernapar Cl-uarnouropa. Kpome Toro, et
KyIMPOBAHUA [TPYUCTYIIOB MOKET IIPUMEHATHCS MHIMOUTOP OPaIMKUHUHOBBIX PEIleIITo-
POB, HO ero He MCIOIL3YIOT IIPO(MIIAKTIIeCKH.

— Korza HazHagaeTca MpoIaKTHyecKoe iedeHre IIPUCTYIIOB?

— Ilpu 9acThIX, )KM3HEYTPOXKAOIIVX VTN MHBATMAU3UPYIOIIMX IPUCTyIax. Pz mpema-
PaTOB (aHAPOTeHbI, IIPOTeCTUHBI U JIP.) UCTIONB3YIOTCA B ITepBOY JIMTHUU ITPO(MIIIAKTIECKON
Tepalyy y B3pOCIbIX, HO Y ZieTel, KaK IIPaBIWIO, UMEIOTCA IIPOTUBOIIOKA3aHM K HHM.
Bropoti (a y AeTeil — OCHOBHOLI) IMHUEH Tepaliy ABJAeTcA HasHaYeHue IIperapaTa
Cl-unruburopa B go3e 500-1000 ME (B 3aBHCHMOCTH OT Beca ITAI[EeHTa) 2 Pasa B HEMEJTO.

Peknama

BerUHeEPT

VHrnéutop C1-acTepasbl Henoseka

Llenb:
nedyeHwme n npodmnakKTnUKa
ocTpbix npuctyrnos HAQ!

EQAMHCTBEHHbIN NpenapaT, NOKa3aHHbIM KaK ana neyeHus,
Tak U gnsa NpodpuUnakTMKM ocTpbix npuctynos HAO™

- Bo3gencTByeT Ha OCHOBHYIO MPUYMHY BO3HUKHOBEHUS NpuctynoB HAO?

« O6ecne4vmnBaeT 6bICTPbIN TepaneBTUYECKNI 3PPEKT C HAaYaNoOM AenCTBUA B TedeHue 30 MUH>*
+ 99% MauMneHTOB JOCTaTOYHO OQHOro BBeAeHUs npenapaTta EepuHepT® ana KynupoBaHUs

ocTporo npuctyna HAO*

. ﬂ.eﬁCTByeT ANnTenbHO — C O4eHb HU3KUM PUCKOM BO306HOBNEHUSA CUMNTOMOB WU
Heo6XxoauMoCTU NMOBTOPHOIO BBeAEHUSA npenapaTa“

+ 95% nauneHToB yCrneLwHOo CripaB/ifgloTCHd C CaMOCTOoATe/IbHbIM BHYTPMBEHHbIM BBeAeHUeM

npenapaTta B AOMaLUHUX YCIIOBUAX®

KPATKAA| KLHOOPMALUA NO MEAULIUHCKOMY NPUMEHEHWIO NPENAPATA BEPUHEPT®

TpynnupoBoyHoe HanmeHoBaHue: WHrvoutop C(1-3cTepasbl yenoseka. JlekapcTBeHHaa opma:
Ana np! pactBopa AnA BHYTP sBefjenus. Cocrae. [leiicTBylowee
BellectBo: uHrubutop (1-3ctepasbl yenoseka 400625 ME (500 ME) B 1 ¢nakoHe ¢ nnodunmusatom.
K HacnepcteenHblit Kuit oTek (HAO) | wnu Il Tna. Nleyexue

!

HAQ — HacnepiCTBeHHbIt HTUOHeBPOTUYECKHIA OTek
* Cpefyt 3aperucTpupoBanHbix B PO npenaparos an neuenns HAO Ha 01.08.2020 1.

nayke C KOMNNEKTOM ANA BHYTPUBEHHOTO BBEJEHWA npenapata (1 OﬂHOpameIVI wnpuy. 10 i, 1 urna-
6atouka, 2 candetku B ] ynaKkoBKax 1 1 Hec: i
NefiKONAACTbIPL) C KOHTPONieM NePBOrO BCKPHITUA U UHCTPYKUME N0 MEAMLIMHCKOMY MPUMeHeHUio B
KapTOHHOIA NauKe C KOHTPOAIEM MepBoro BCKPITUA. YCNOBUA XpaHeHM. XpaHuTb npi TeMneparype He

u npodunaktuka octpbix mpuctynos HAO. Mp 4yBC b K
TioBoMY 13 KOMNOHeHTOB npenapara. [leTckuit Bo3pact Ao 2 ner. Gopma Bbinycka. /uopunusar Ana

p PpacTBopa Ans BHy BBesieHua 500 ME. Mo T dnakowy c imodunusatom, 1 dnakory
CpacTBopuTenem 1 1ycTpoiicTBY finA A06aBAEHNA PaCTBOPUTENSA O BCTPOBHHBIM GUALTPOM, 1 T KapTOHHOI

Bbile 30°C B oT (BeTa MecTe. He 3amopaxuBarb. XpaHuTb B HefJ0CTYNHOM 1A fieTeii MecTe.
CPOK roRHOCTH: 36 MecalieB. He npuMeHATb nocne HCTeYeHitA CpoKa FofiHOCTH, YKa3aHHOTO Ha ynaKoBKe.
NOXANYWCTA,  O3HAKOMBTECH C  WHCTPYKUMEA N0 MEAVLMHCKOMY MPUMEHEHUIO
JEKAPCTBEHHOTO NPEMAPATA BEPUHEPT®' MEPE[] ET0 HASHAYEHUEM

Cnucok nutepatypbi: 1. MHCTPYKUUA N0 MeAULIMHCKOMY NPUMEHeHWIo NekapcTBeHHoro npenapata bepunept® ot 11 aekabpa 2019 r. PeructpauuonHbiit Homep JN-001607. 2. Weiler (R, Van Dellen RG. Genetic test
indications and interpretations in patients with hereditary angioedema. Mayo Clin Proc. 2006;81:958-972. 3. Creig T) et al. Efficacy of human (1 esterase inhibitor concentrate compared with placebo in acute hereditary
angioedema attacks. J Allergy Clin Immunol. 2009;124:801-8. 4. Creig T) et al. (1 esterase inhibitor concentrate in 1085 Hereditary Angioedema attacks — final results of the |.M.PA.C.T.2 study. Allergy. 2011;66(12):1604-
1611.5. Riedl MA, et al. Safety and Usage of C1-Inhibitor in Hereditary Angioedema: Berinert Registry Data. J Allergy Clin Immunol Pract. 2016;4(5):963-971.

®unuan 000 «Cu 3¢ 3n BepuHr Buorapanuc Mm6X»
125167, r. MockBa, JIeHUHrpafckumii npocnekT, A. 39, crp. 80
3. noyta: inforussia@cslbehring.com

Ten.: +7 (495) 788-52-89
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NCTOPUA BOJIE3HW

fOnna
.. EBreHbeBHa
! BEJIKMHA
[leTcKuin remaTonor 1 OHKosor,
Y reY3 PK «Cumcepononbckas

rOpoAcKas fjetckas
KIIMHMYecKas 605bHULA»

evyeHne NMHMIMOUTOPHOU
remoqounn A

oucneundn4ecKM MOHOKNOHAbHBIM aHTUTENOM Ha MPYIMEPE
KIMMHUYECKOrO cryyas pebeHka ¢ HE3MEKTUBHOM MHOYKLIVEN
NMMYHHOW TONEPaHTHOCTY

B 30 % crniy4aeB tsixxernovi oopmMbl reMogbuiinm A 3aMecTuTesibHas Tepanusi rnna3meHHbIMN 1 PEKOMOUHAHTHLIMU ghakTopamu
CBEPTbIBaHWS OCITIOXHAETCA (hopMUpoBaHnem UHrmompyroLmx aHtutes K VIl gpaktopy, 410 npuBoanT K ee He3(hEKTUBHOCTY
B gasnbHevilweM. C 1994 roga [sisi IeHeHUs UHMMOUTOPHOU reMouiing B MUPOBOU MPaKTUKe UCTOMNb3YOTCS BbICOKUE
[03bl haKTOPOB CBEPTLIBAHWUSA. ITOT METOL, NMO3BOJISIOLNA SSTIMMUHNPOBATL MHMMOUPYIOLLNE aHTUTes1a v MPOLOIIKUTL
3aMecTUTesIbHYI0 Tepanuio, rnosly4nsi Ha3BaHne «uHQYKUUs UMMYHHOU TonepaHTHocTu» (MIWT). Ho npumepHo B ogHow
TPEeTU CIly4aeB NHAYKUMNSA MMMYHHOU TOSIePaHTHOCTU MOXET 0Ka3aTbCsl HEIQHEKTUBHOM.

AOKA3AHHA{A 3PPEKTUBHOCTb

C 2018 roza B TOM 4MCjIe U HAa TEPPUTOPUN
Poccuy cTas JOCTyTIeH K IpUMeHeHUIo IIpe-
rapaT He(paKTOPHOM Teparuu reMopInu A
SMUIM3YMab. DTo OucIerudiaeckoe MOHO-
KJIOHAIbHOE aHTUTEJIO CBA3bIBAET aKTUBUPO-
BaHHbIHI ¢axTop IX ¢ pakropom X, BOCTIONMHAA
nmeduiuT daxropa VIII, HeoGXOAUMOTO It
BOCCTaHOBJIEHVIAI TeMOCTa3a. B xoze KIvHU-
YEeCKUX VICCIeIOBAHUN SMUIIM3yMal JOKa3al
CBOIO 9 ()EeKTUBHOCTE Yy IeTel KaK C UHTU-
OUTOPHOM, TaK ¥ C HEUHTMOUTOPHOU (Hop-
Mo reModWINN A. DMUITU3YMa0 BXOIAUT
B 3apy0OeKHbIE U POCCUIICKIE KIIMHUYeCKYe
PeKOMeHJAIMH 110 JIeYeHUIO U AUarHOCTU-
Ke reMO(WINU.

Hamwu nipenicrapiieH KIIMTHUYIECKUH CITy-
yal peGeHKa ¢ TOKeNIou (GopMoi reMmodu-
JINY A, C BBICOKUM TUTPOM aHTUTeI K (ak-
Topy VIII, HeynauHoit nonbrrkort UUT u uH-
BUIMAM3ALVIeN B Pe3yJIbTaTe IIOCTOSHHOTO
TIOBPEXK/IEHUA CYyCTABOB HOT. [Ipu mpuMeHe-
HUU SMUIU3YyMaba COCTOSHUE TalieHTa
3HAYUTEILHO YIIYYIIWIOCH, He 3apeTruCTpU-
POBaHO HU OJHOTO CIIOHTAaHHOT'O KPOBOTeYe-
HUA, BOCCTAHOBIUIACH TTOJIBYDKHOCTh Pe0eHKa,
6e3 OCJIOKHEHWI ITPOBEJIEHO XUPYPrudecKoe
BMeIIaTeILCTBO.

KNMHUYECKUI CNYYAN

PeGeHok M., 2008 roza po)KeHu, BIlepBbIe
TIOTIAJT 110/, HabJTiofieHue B BO3pacTe 9 Mecs-
IIeB, KOIZIa POINTeNN 00PaTIN BHUMAaHUe
Ha 006pa3oBaHMe TeMaToM IIPY ITOJI3aHUH
U MIOTIBITKAX BCTaBaTh HA HOXKMU.

M3 anamMHe3a U3BeCTHO, YTO AeyIIKa
pebGeHKa IT0 MaTepUHCKOM JIMHUY CTPaJall
WHTUOUTOPHOU (PopMOTi reMobny A.

ITo pesyinbsraTamM 00CIeTOBAHYS YPO-
BeHb VIII ¢pakTopa cocrasui 0,3 %.

INo KWIMHUYEeCKUM, aHAMHECTUYECKUM
1 71a60PaTOPHBIM JAHHBIM ObLT YCTAHOBJIEH
JHar"os: reMopwinA A, Tsxesnad GpopMa.

TaKkTHUKa J1e4eHu:a

HaszaueHa nnepBuyHasA npodriaKTHKa IIpe-
IapaToM IUIasMaTu4deckoro (akropa VIII
B 103e 250 ME/KT B HeZIeJIIO C ITOBBIIIeHEeM
Jlo3bI 110 Mepe pocTta. Ha goHe Tepanuu co-
XPaHAIOCh 10 10-12 KpOBOTEeYeHUI B Tof,
B TOM 4HCJIe TeMapTPO3bL.

B HOs16pe 2013 rofia pa3BWICI reMapTpo3
JIEBOTO KOJIEHHOTO CyCTaBa C BbIPA’KEHHBIM
6OJIeBBIM CHHAPOMOM, Ha3HaJYeHa 3aMeCTH-
TeJIbHAA TePaIysi, KOTOpas He OKa3ajla reMo-
cratmdeckoro 3pdexra. Ha ocHOBaHUM K-
HUYECKUX JAHHBIX 3alI0Z03PEHO Pa3BUTHE
WHTUOUTOPHBIX aHTUTEN K VIII paKTOpYy.
B CBA3U C OTCYTCTBUEM peareHTOB B jlabopa-
TOPUU YPOBEHb aHTUTEJ ObLI OIIpeieieH
TOJIBKO B ZieKabpe 2014 rofja ¥ COCTABILT

* YposeHb FVIII 0,3%

* Ds: remocpunua A, Taxenas
dopma

* 10-12 KpoOBOTEYEHUI B rof

. Femapros NeBoOro KoJieH-

Horo cyctaea 6e3 oTBeTa
Ha Tepanuio

* IHrnbupyioLmne aHtTuTena
122 BE

* Ds: remochunua A, Taxenas
cdhopma € BbICOKMM TUTPOM

UH I'I/I6VITOpH bIX aHTUTEN

* flHBapb: rocnMTanu3auus,
remMapTpo3 JIeBOro KoneH-
HOro cycTasa

* Heckornbko ann3onos
remapTpo3a 6e3 obpatle-
Hus B JINY

* CeHTa6pb: rocnuranmaa-
LS, reMapTpo3 S1eBoro
KONEeHHOro cyTtasa

s AT
* VHtbeKuma MArknin TkaHew
n/k nopta

* 6 KpOBOTEYEHUI B MecsL

* NT HeadbhbekTMBHA,

HasHa4yeH AVIKK
* 6 KPOBOTEYEHWUI B rof,

* 2 peuuavea reMapTpo3oB

* 12 KPOBOTEYEHWI B rof

o T no3bl AIKK
o XnMU4ecKas CUHOBIKTOMMS
2 cyctasoB

* 2 3nu3ofa MHeKumn

MSArKUX TKaHel B 06nacTtu
n/k nopta

* [pn ycTaHoBKe nopra
obLumMpHas rematoma
MSAFKUX TKaHewn

* [emopparm4eckui nnesput

* [emapTpo3 npasoro
NOKTEBOro cycTaBa,
KOHTpakTypa

* [emapTpo3 neBoro rone-
HOCTOMHOro cycTaea

* [emMapTpO3 NEBOro foKTe-
BOrO CcycTaBa

* [emapTpo3 NeBOro KoneH-
Horo cycTtasa. He Kynupy-
etca 4 mec. KoHTpakTypa,
aTpoursa MbILLLL

e MauneHT B MHBANNAHOM
Kpecne

* KpoBoTeyeHwue npw yaane-

Hun 3y60B, Hb 48 r/n,

3KCTPEHHO rocnuTanu-

3upoBaH

* HasHayeH amnumnsymab
¢ 0 CMOHTaHHbIX KPOBOTEYEHWIA
¢ CaMOCTOATENBHO XOAUT

* YaaneHsl 2 MOMOYHbIX 3y6a
6€3 OCMOXHEHUIN

¢ YnaneH n/k nopT ¢ remarto-
Mol 3 cm

122 BE/Mu1. YCTaHOBJIEH JUAarHO3: reMou-
A A, Tskenasa GopMa ¢ BBICOKUM TUTPOM
WHTMOUTOPHBIX AaHTUTEL.

B stBape 2014 roza peOGeHOK roCIIUTIN-
3MPOBAH C FeMapTPO30M JIEBOT'O KOJICHHOTO
CyCTaBa C BBIPLKEHHBIM OOJIEBBIM CUHAPOMOM
6e3 oTBeTa Ha IPOBOAVIMYIO 3aMeCTUTETbHYIO
Tepanuio. [IpoBeieH Kypc IMMyHOCYITPECCHB-
HOMU Tepanmy (MeTWIIPeIHU30JIOH 30 MI/KT
KypcoM 7 gHelt, uxtodocdamuz 200 Mr/m?
KyPCOM 2 JHA) C BBIPLKEHHBIM KIMHUISCKAM
3¢ derToM, reMapTpo3 KyImrpoBaH, 3pdex-
TuBHOCTH VIII hakTOpa BoccraHOoBIeHa. Ha-
3HayeHa IyHTUPYIOIadA Tepanyd aHTUAHTT-
OGUTOPHBIM KOAryJITHTHBIM KOMILIEKCOM
(AMKK) o TpeGOBaHUIO B CBSI3U C HEIOCTA-
TOYHBIM KOJIMYECTBOM IIpenapara Ay IIpo-
(rtaxTideckoro pexxuma. Ha pone Tepanmm
TIePUOAMIECKY Pa3BUBAIMCH PELIUIVBEI I'eM-
apTpO3a JIEBOI'O KOJIEHHOTO CyCTaBa.

B cenTsa6pe 2014 roga IOBTOPHO TOCITH-
TIN3UPOBAH 110 II0BOAY reMapTpo3a JeBo-
IO KOJIEHHOI'O CyCTaBa C BbIPaXK€HHBIM
60JIeBBIM CUHIPOMOM U OTPaHUYEHUEM
JB>keHNA. HasHaueHa npoduiakTuyeckas
IIyHTUPYIOIIAA Tepanus npenapaTom a1-
TaKoOT alb(a C YMEPEHHBIM IIOJIOKUTEIb-
HBIM 3P eKToM.

B mae 2015 roga vavyarta tepanua UUT
npemnaparamu ¢gakropa VIII B 1o3upoBke
3000 ME/Kr/ABaOXXIbI B CYTKU U SIITAKOT AJIb-
da mo TpeboraHuUI0. Panee Havats UUT
He IIPeJCTABIATIOCh BO3MOXXHBIM BBULY
OTCYTCTBUA IIPeIaparoB. B cBA3uU ¢ 3aTpyz-
HEHHBIM BEHO3HBIM JIOCTYIIOM YCTaHOBJIEH
TIOAKOXKHBIN BeHO3HBIN IIOPT. B MecTe ero
YCTaHOBKM B TeYE€HME MeCAId pa3BUIACh
WH}EeKINA MATKUX TKaHeH, YTo oTpe6o-
BaJIO yAAJIeHUA BeHO3HOIo IopTa Ha (oHe
Tepaluy IpernapaToM 3ITaKoT aabda.

B Tevyenue nepsbix 7 mecaneB UUT npu-
BeJIa K CHIDKEHUIO TUTPA WHTUOUPYIOIINX
aHTHTe 10 40,8 BE/MJI U yIIydIIeHUIO KIU-
HUYeCKOT'0 COCTOSHUSA peGeHKa, HO 3aTeM
COCTOSIHHE CTAJIO IIPOTrPECCUBHO YXYAIIAThCA,
OTMeYaJIOCh KaK KIMHIIeCKoe, TaK U J1abo-
paTopHOe IMporpeccupoBaHue 3a60IeBaHuA,
TUTP UHIMOVPYIOIIYX AaHTHUTEN BHIPOC 1o 400
BE/M1. COXpaHAINCh PelMIUBBI TeMapTpo-
30B, JIBOKIBI IPOBOAWINICh KYPChl UIMMYHO-
CyIIpDECCUIBHOU TepaIuy C BBeJleHleM BBICO-
KHX J03 BHYTPUBEHHBIX IMMyHOIJIOOY/ITHOB
C KpaTKOBpeMeHHbIM 3(PdeKToM.

B mapre 2018 roma peGeHKy ITpoBeieHa
XUMUYeCKas CHHOBIKTOMUA IIPaBoOro rojre-
HOCTOITHOT'O U JIEBOT'O KOJIEHHOTI'O CyCTaBa.
OTMeyvasica BhIpaKeHHbIH MTOJIOKUTETbHBIN
3¢ deKT B Buie IpeKpalleHus KpoBoTeyde-
HUU B JaHHbIe CyCTaBhbl B TeueHNe roia.

ITocre 15 mecsnieB AT 6bUta MpusHaHa
Hea(GeKTUBHOM 1 Ha3HaYeHa IIyHTUPYIo-

madg tepanua AVKK B no3e 1500 EJ] gepes
JleHb, YTO IIPUBeJIO K CHIDKEHUIO YaCTOThI
KPOBOTEYeHUM C 6 B MecA1 [0 6 B Tof,

B 2018 roxy nosa AUKK yBenndeHa
1o 3000 E]l yepe3 feHb B CBA3U C POCTOM pe-
6eHKa. [ToiTHOTO reMocTaTIIecKoro addexra
JOCTAYDL He yAIOoCh: 3a 2018 roz y nmaryeHTa
CIy4WIoCh 12 KpOBOTeYeHUH, KPOBOTeUeHUI
B CUHOBOKTOMUPOBaHHbBIE CYCTaBBbI 32 3TOT
Tepuof, He OTMeJaIoCh.

B deBpase 2019 roga pe6eHOK TOCIIHU-
TIM3UPOBAaH B CBA3YU C Pa3BUTHUEM KeJIOUJ-
HOTO py0Iia Haji KaMePO IeCTBYIOIEro
nopTta u nHGEKIUYU MATKUX TKaHell. [Tpu
YCTaHOBKe HOBOTO IIOJKOXXHOTO IIOpTa Ha-
4aj0Ch KPOBOTe4eHue, CPOpMUPOBATIACH
0OIIMPHAsA reMaToMa B MATKYX TKAHAX IPYA-
HoI KIeTKHU. HazHaueHa Tepanua AIKK
B Jjo3e 8000 EJl/cyT B TeueHue 4 Hel! 1 3aTeM
4000 E[l/cyT B TeueHme eie 10 gueit. Kpo-
BOTe4YeHUe KyIIPOBaHO.

B mae 2019 ropa pe6eHOK rOCIUTAIN-
3UPOBAaH C BHIPAXKEHHOU GOJIBIO B TPYIHOMN
KJIeTKe CJIeBa, (PeOpIbHOM JIMXOPATKOM.
ITpu o6cIeoBaHUY OOHAPYKeH reMoppa-
TUYeCKUI IUIeBPUT, IPOBeJleHa aHTUOAKTe-
puasbHad Tepanud U reMocTaThu4yecKas
tepanua AVKK B ose 4000 EJl/cyT 2 pasa
B CyTKU B TeueHUe 10 THeN.

Coycra Mecar, B nioHe 2019 roza, pe6e-
HOK CHOBA FOCIIATAIMBUPYETCA C TeMapTpPO30M
TIPaBOTO JIOKTEBOTO U JIEBOTO I'OJIEHOCTOITHO-
IO CyCTaBOB, KAJIO0AMHU Ha BBIPAKEHHBIHN
60JIEBO CIHIPOM, OTPAaHIIMBAIOIINIA TBU-
YKeHVA U 3HAUUTeTLHO CHILKAIONVIL Ka4eCTBO
»Ku3HU. HasHaueHa reMocTaTiyeckas Tepanys
B 00BeMe 56 000 EJl AMKKK. OmHako coxpaHsi-
I0TCA O0Ie3HEHHOCTH U YBeIMYEHVIe Pa3MepOB
JIeBOI'0 TOJIEHOCTOITHOT'O CyCTaBa, Pa3BUBaeT-
€A1 KOHTPAKTypPa IIPAaBOIo JIOKTEBOI'O CyCTaBa
C BBIPOKEHHBIM OrPaHIYeHreM 00'beMa JIBY-
’KeHu 710 80° ripu crubanuu 1 130° mpu
pasrubaHuy. Bo BpeMs TeKyIeii ToCITATa M-
3aLMM pasBUIach MHQEKIMA MATKYX TKaHel
B 00J1aCTH TIOJKOKHOTO ITOPTA, YTO CHOBA
TIOTPe6OBATO FOCITUTATU3AITIY pebeHKa. [Tpo-
BeJleHa aHTUOAKTepUATbHASA Tepamnus, HaJ
IOpPTOM COPMUPOBAICA KEJIOUIHBIH Py0err.

Cmycrs 12 auel, B uroHe 2019 roaa, pe-
6GEeHOK IIOBTOPHO TOCIIUTATU3UPYETCA C SIIH-
30[J0M reMapTpo3a JIeBOIO JIOKTeBOTO CYCTaBa,
Ha KyIIMPOBaHWEe KOTOPOTO ITOTPeOOBAIOCH
40 000 EZT AVIKK.

B utone 2019 roga pe6eHOK TOCITUTATIN-
3MPOBaH C reMapTPO30M JIEBOTO KOJICHHOTO
CyCTaBa, Xaro6aMu Ha CWIbHbIE GOJIH, Orpa-
HU4YeHMe JBIKeHuA. HecMoTps Ha UHTeH-
CUBHYIO TeMOCTaTU4eCKyI0 TepaImio MaKCcH-
MmanbHbIMU Jo3amu AUMKK, remaprpos
He yZIaJIoCh KyIIMPOBATh JI0 HOsI6PA 2019 rozia.
PeGeHOK He MOT OITMPAThCA Ha JIEBYIO HOTY,
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NCTOPUA BOJIE3HW

PucyHok 1. MPT-n3o6paxeHune nesoro KojieHHoro
cyctaBa

XOIIUITB, C UIOJIAA ObLT BBEIHYXK/IEH ITepeBUTaTh-
¢ B MTHBAJIM/THOU KOJIACKe. BosteBoi cHApOoM
Pe3KO CHIDKaJI KadyeCTBO >KU3HMU. [Ipu peHT-
TeHOJIOTYeCKOM 00C/Ie0BAaHIY OOHAPYKeH
reMapTpo3 000MX KOJIEHHBIX CYCTABOB, OOJIb-
1re cieBa (puc. 1). IIpu ocMotpe oTmedaercsa
aTpo( VI MBI TOJIEHY U Gepa CJIeBa, KOH-
TpaKTypa JIeBOro KOJIEHHOTO CyCTaBa C Orpa-
HUYeHUeM JIBIKeHU: B cycTase /10 90° mpu
crubanuy 1 140° Ipy pasruOaHNL.

B cenTa6pe 2019 roza nocie yaaseHuAa
MOJIOYHBIX 3y00B Pa3BWIOCH KDOBOTEUEHHE,
OCJIO;KHUBIIIEeCs TAXKeJIOHN IIOCTTeMOpparu-
yeckoii anemueit (Hb 48r/i). PebeHKka aKc-
TPEeHHO TOCIIUTAIN3NPYIOT, IPOBOAAT Mac-
CUBHYIO reMOoCTaTIuecKyo Tepamnuio (AKK,
TpaHeKcaMoBasA KUCIOTA, SIITAKOT anbda),
TpaHCQy3UH OTMBITBIX SPUTPOLUTOB. Kpo-
BOTe4YeHHe KyIIUPOBAaHO.

B cBA3U ¢ HapacTaoIuM yXyAlleHueM
COCTOSHUA peOeHKa, BLIDAKEHHOW aHeMU-
el Ha (poHe KpPOBOTeYeHU, TOBTOPAIOIIN-

MUCS TeMapTPO3aMHU, IIOCTOTHHBIM G0JIEBBIM
CUHIPOMOM, UHBINAN3AIIeN TPOBOAMA
reMoCTaTU4YecKas Tepanus IpU3HaHa He-
adderturHOI. B mexabpe 2019 roxa pede-
HOK IlepeBeJieH Ha He()aKTOPHYIO TepaIuio
AMUIII3yMaboM.

Pe6GeHOK IOJIyYnsI HAarPy304HYIO 03y
3 MI/KI/HeJeTIo TIOAKOXKHO B TeyeHVe TIePBhIX
4 HepleNTb TEPAIIUY U 3aTeM ObLI ITepeBesieH
Ha MTOANEP>KUBAIOIINI pe;KUM 1,5 MI/Kr/He-
JIeJIIO TIOAKOXKHO.

3a 9 mecaAneB HaGIOeHUA Ha HoHe
TpodIIAKTUYECKOHN Tepaluy SMULIN3yMa-
60M He 3apeTUCTPUPOBAHO HYU OHOTO CIIOH-
TaHHOTO KPOBOTeUYeHUsI, 6e3 OCIOKHEHUI
MPOIIUIA CMeHA AByX MOJIOYHBIX 3y0OB.

B amperre 2020 rozma mpoBeieHO XUPYP-
TU4ecKoe yjajeHue IMOAKOXHOIO II0PTa,
UHQPWIbTpaTa MATKUX TKaHel U CBUILEBO-
ro xoza. [lepuonepanyioHHO C LeJIbI0 TeMO-
CTa3a Ha3HayeHa TPaHeKCaMoBasA KMUCIOTa
B o3e 1500 Mr/cyT. Ha TpeThu CyTKU ITociIe
BMeIIaTeIbCTBA B IIOJMBIIIEYHON 00JIaCTH
cripaBa 06pa3oBayach reMaToMa OKoJIo 3 CM
B AuameTpe. HasHaueH snToKor anbga B f0-
3e 4,8 MI KaKaple 12 9acoB C BBIpAYKeHHBIM
TIOJIOXKUTENbHBIM 3¢ (eKTOM, JJINTeIbHO-
CTBIO 7 IHEeM 10 IIOJHOTO 3aKUBJIeHUA U Pa3-
pelleHUA reMaTOMBI. Tepanusa dMUIU3Y-
MaboM IPOZOIKEeHA B IIPEKHEM PeXXIMe.

Y pebGeHKa IMOJHOCTHIO KyITUPOBAJICA
60JIeBOI CUH/IPOM, U CTAJIO BO3MOXKHBIM
MpoBeJieHue JiedeCHOM GUKYJIBTYPBL B pe-
3yJIBTaTe YAAIOCH JOCTIYb PA3TUOAHUA KO-
JIEHHOTO cycTaBa J0 160°. B HacTosAmee
BpeMsA pebGeHOK XOAUT CAMOCTOATENBHO,
He Hy>KJaeTCA B UHBAUIMAHOM KOJIACKe.

CHVMKOB MOJTy4€eHO)

PucyHok 2. lemapTpos Ha choHe npumeHenns AVIKK (cornacue poputeneit u nauveHTa Ha ny6nmkaumio

OBCYXAEHUE

PE3VJIbTATOB JIEYHEHUSA

BeZeHue manueHTOB C TAXKeJI0U GopMoit
reMo(UINU A 3a4aCTyIO BBI3bIBaeT 3aTPYA-
HeHUA. Kak MoKasbIBaeT IPOIeMOHCTPU-
POBaHHBIN (JIy4all, BOSMOXXHOCTHU (aKTOP-
HOU Tepaluu OrpaHUYeHbI, 0COGEHHO
y MaIlMeHTOB C MHTMOUTOPHOU popMoit
remoduny. PakTopHaa TepanuA HalyeH-
TOB C MHTUOUTOPHOM GOPMO¥ reMOobHIHNU
A aABnAeTca Mano3(PPeKTUBHOI, UTO BefleT
K IIOBTOPAIOIMMMCA KPOBOTeUeHUAM, pas-
BUTHIO TSKEJIOW apTPONIATUN ¥ UHBAIUAV-
3aryy. B mpescTaBieHHOM KIMHIYECKOM
cIygae, HECMOTPS Ha MAaCCUBHYIO (paKTop-
HYIO Tepanuio, 6bUTH IOPa’KeHbI OOJTBIITNH-
CTBO KPYITHBIX CYyCTaBOB C Pa3BUTHEM KOH-
TPaAKTypP, OTPaHUYEeHUEM IO BIKHOCTHU
U MOCTOSIHHBIM OOJIEBBIM CUHZPOMOM,
BO3HUKAJIN >KM3HEyTpoKalole KpoBoTe-
yeHUsA, pe6eHOK GOJIBIIYI0 YacThb rojia Ipo-
BOIWI B OosibHUIIe. TedyeHre 3a60/IeBaHuA

Peknama

:a'\\\

My unasy

HEUZHE

noa HafeXHoW
3aLLUUTOMN

NMNOAKO>XHAAA UHBEKLINA B PEXKUME:

M/TMBEPA

23305 0THAOA

FEMJINBPA noka3aHa:

* npu remogunnm A ¢ I/IHFI/I6I/1TOpOM K c|>aK
n Taxenon remodunum A 6e3 nHrubutopa

® B KaYecTBe PYTUHHOW NPOdUNAKTUKU
ANS NPefOoTBPALLEHUS UITU CHUXKEHUS YaCcTOThI KpOBOTe‘-IeH'I/IVI

® [11 BCEX BO3PACTHbIX rpynn

TIPUBEJIO K TKeJIoN MHBAINU3ALUY U He-
BO3MOXXHOCTH XOAWTh B Bo3pacTte 11 jieT.

[TprMeHeHre SMUIII3yMaba IT03BOJIIUIO
TIOJTHOCTBIO IIPEIOTBPATHTH CIIOHTAHHbIE KPO-
BOTeyeHUA. be3 0CI0KHeHU! ITPOoIuTIa CMeHa
JIBYX MOJIOYHBIX 3y00B. CaM pe6eHOK OTMeqa-
eT OTCyTCTBYe GOIEBOTO CHHPOMA, KOTOPBII
TIOCTOSTHHO GeCTIOKOWUI eT0 paHee, ¥ He HyXK/a-
€TCs B MHBAIMIHOM KpecyIe, MOKeT ITOCeIaTh
samstTust JIOK. CHrokeHvie GpeMeHu G0Ie3sHI
TIO3BOJIIUIO peGeHKY BEPHYThCA B IITKOJTY ¥ CO-
[IHATHHO /JAITTHPOBATHCA.

IMosBieHue He(aKTOPHOU Tepanuu
ABWIOCH HOBBIM 3HAYVMBIM JTAIIOM B Jlege-
HUM remodunuu A. B HacToAmee BpeMsa
1eIbio MpoGUIAKTUIeCKON Tepaluy Ipu
reMoIMY A CYUTAETCS OTCYyTCTBUE CIIOH-
TaHHBIX KPOBOTeUYeHUH. BHepeHMe sMU-
nu3yMaba B IIMPOKYIO IPAaKTHUKY Bpaya-
reMarosiora CltocCOGHO ITOMOYb B JJOCTIIKe-
HUUY 3TOY LIeJIU ¥ CHU3UTh PUCK UHBATIV/IH-
3anuu peGeHKa.

YBEPEHHOCTb KAXAbIV OEHb

® 1,5 mr/kr 1 paz B Hegento © 3 mr/kr 1 pa3 B aBe Hepgenu © 6 mr/kr 1 pas B yeTbipe Hepenu

KpaTkasi MHCTPYKUMS MO MeauuUMHCKOMY npumeneumo nekapcTteeHHoro npenapata NEMJIBPA®. Toprosoe
HaumeHoBaHue: [emnnGpa®. My oBaHMe: SMULNM3yMab. J'Iel(apcraenuasi
$opma: PacTBOp AN NOAKOXHOrO BBEAEHUS. I'onaaanmc K NpuMeHeHuio: B kauectse pyTUHHOW NpodunakTvikm
LN NPEAOTBPALLEHUS UM CHKEHWS YACTOTbl KDOBOTEUEHWI Y NALMEHTOB C: reModuamren A (HacnefcTBeHHbIR
neduunt daktopa Vll) ¢ uxrubutopamn paktopa VIII; Tsaxenoin popmon remodunmm A (HacneacTBerHbIn aepuunT
dakropa VI, FVIII <1%) 6e3 nnrnbutopos daktopa VIIi. MpoTusonokasaHus: [MNepuyBCTBUTENBHOCTb K SMULM3YMa-
By nnm k nobomy BCOMOraTesIbHOMY BELLECTBY B aHamHese. bepeMeHHOCTb 1 Neproa rpyaHOro BCckapManBaHns
(adpdekTnBHOCTL 1 Be30NacHOCTL NpUMeEHeHUs He n3ydanucs). C 0CTOPOXHOCTbIO: Hapylenne dyHkummM nouek
1 neyeHn Taxenoit crenenn. Cnocob npumexeHns n [4osbl: Tepanuio creayeT HauMHaTh NoA HabofeHem spa-
4a, VIMEIOLLIEro OMbIT B NEYeHNN reMoGrnun /M HapyLIeHniA CeepTbIBaEMOCTY kpoBM. Jleveriie npenapatami
C WYHTUPYIOWUM MexaHuaMom felicteus (bypassing agents) cneayert npekpatwTe 3a AeHb 40 Havana Tepanvv
npenapatom lemnubpa®. Mpodunaktuky ¢aKTopoM VIl MoxHO npogonxaTe B TeyeHue Nepssix /7 AHeW Tepaniu
npenapatom FeManpa‘E’ P pexum Hus: PekomeHgyemas fosa cocrtasnser 3 Mr/kr
B BMAE NOAKOXHON MHBEKLUMM OOMH Pa3 B HEfesio B TeYeHne Nepsbix 4-x Hefenb, 3aTem npenapart BBOAST B MoA-
nepxuisaiouient nose: 1.5 Mr/kr opunn pas 8 Hepenio, unu 3 Mr/kr oaMH pas B ABE Hefenu, Unn 6 MIr/kr oauH pas
8 YeTbipe Heaenw. MoaaepxXVBaioLLyi0 403y CeayeT BbIGMPaTL Ha OCHOBaHMM MPEANOYTEHU Bpaya 1 naumeHTa/
N1La, OCYLLECTBASIOLLErO YXOL, 33 NAaLMEHTOM, ANs 0BecneyeH!s NPUBEPXEHHOCTI BoIBPaHHOMY PeXUMy Tepanin.
Mo6ouHoe fgeiicTame: ouerib vacTeie (=10%): ronosHas 6ok, apTpanrvis, peakunn B MecTe BBeAeHNs; YacTbie (=1%
1 <10%): auapes, Muanrvs, nupekcus; Hevactsie (20.1% v <1%): TpomB03 kaBepHO3HOrO CuHyca, TpoMBoTHYecKas
MUKPOaHrMonatus, TooM6opnebuT NOBEPXHOCTHLIX BEH, HEKPO3 KOXW. Hanbonee cepbesHbIMU HeXeNnaTebHbIMM
peakunsMu, KoTopsle HaBNIoAANNCh B KIVHUYECKIX MCCeAoBaHMUsX NpenapaTa lemnnbpa®, Geuin TpomBoTyeckas
MukpoaHrronatvs (TMA) n TpomBoTiyeckme sBneHus, B TOM Yncie TpPoMbO3 KaBEPHO3HOIO CriHyca U TpoMBodne-
61T NOBEPXHOCTHBIX BEH C OAHOBPEMEHHBIM HEKPO3OM KOXM. Peakumn B8 mecTe sBeaeHns: B knnHuueckmx nccne-
A0BaHKsX OYeHb YacTo (21%) Habofanvcs peakuynn B MecTe BBEAEHNS, KOTOPbIE BN HeCepbesHbIMM, Nerkomn
U cpefHeit cTenenn Taxectn, u B 95% cydaes paspelnnmcs 6es neyenus. Yacto coobaemeimMi criMnToMamm

1. VIHCTpyKLUS MO MeAMLMHCKOMY NPUMEHeHWIo nekapcTeeHHoro npenapata FTEMJIVBPA, PY J1M-005110-02.06.2020. 2. Oldenburg J. et al. Emicizumab Prophylaxis and Health-Related Outcomes in Persons with Haemophilia A (PwHA)

6bim sprTema B MecTe BBepervs (11%), 6onb B MecTe BBeaeHus (4%) 1 3ya 8 mecTe BeeaeHus (3%). Ocobele yka-
3aHus: TpOMBOTMYECKas MUKPOAHIMONATUS, CBA3aHHAas C NPUMEeHeHnenM npenapara [emanbpa® n akTMBUPOBaHHOTO
KOHLeHTpaTa npoTpombu+Hosoro komnnekca (aKrK). B knuHuyeckom viccnegosannm coobuianocs o senemnax TMA
Y NaUMeHTOB, NoNyYaBLINX NpodunakTyky npenapatom femnnbpa®, Npu BBEAEHNN CPELHEN KyMYNSTUBHOM 403kl
aKMK >100 Eg/«r/24 4 8 Teverune =24 4. 3a nayneHTamy, OAHOBPEMEHHO MOMyYaIOLMMK NPOdGUNAKTVIKy npena-
patom lemnnbpa® u aKlMK, cnepyet Habnioaate Ha npeamert passutus TMA. Jlevalmii Bpay AOMKeH HEMEeANEHHO
otmenutb aKlMK 1 npepsate Tepanuio npenapatom femnnbpa® Npy BO3HUKHOBEHNN KIMHUYECKVX CUMMTOMOB 1/
vnn nabopaTopHbix Nokasaresen, cooteetcTaylowyx TMA, 1 NpoBECTU NedeHne B COOTBETCTBUM C KIMHNYECKMMIA
nokasaHuamu. Mocne nonHoro paspeteHns TMA nevaluii Bpay 1 NaLMEHT/ INLO, OCYLLLECTBASIOLLIEE YXOZ 3a Naum-
EHTOM, [OMXHBI OLEHUTL COOTHOLLIEHIE MOMb3bI U PUCKa BO3OBHOBNEHNS NpodunakTvikv npenapartom femnnbpa®
Ha VHAMBKAYaNnbHON ocHoBe. B cnyyae ecnn nauuvenTy, nonysawoliemy npodunaktvky npenapatom lemnnbpa®,
nokasaH Npenapar WyHTUPYIOLLEro AENCTBIS, CM. HUXE PEKOMEHAALMM NO [O3MPOBAHMIO NPENapaTos LWyHTUPYIO-
ujero AencTevs (noapasaen «PekomeHaaumm No NPUMEHEHNIO NPENapaTos LWYHTUPYIOLWEro AENCTBUS Y NaLMeHTOB,
nonyyalowyx npodunakTiky npenapatom femnnbpa®). Toomboambonus, cea3aHHas C MPUMEHeHneM npenapata
TemnnBpa® n akTMBMPOBaHHOIO KOHUEHTPaTa IPOTPOMBEIUHOBOIO Komiekca (aKITK). B knnHuyeckom uccneposanum
o06LIAN0Ck O CrlyYasx PassNTI TPOMBOTUHECKIX SBIEHNIA Y MALMEHTOB, NOMy4aBLINX TPOdUIAKTVKY NpenapaTom
lemnuBpa®, npu BeegeHun cpeaHen kymynatusHon Aosbl akKMK >100 En/kr/24 u B Teuenne 224 4. Hu B ogHoM
13 cnyyaes He NoTPeBboBaNoCk NPOBEAEHUS aHTUKOAryIIHTHON TEPANV, YTO HE XapaKTEPHO A1st OBLIYHOM TakKTu-
KU NledeHnst TPOMBOTAYECKUX ABAEHNI. [TPU3HAKN yNydLIeHNs COCTOSHUS NAUMEHTOB WM Pa3peLleHus SBNeHNin
Habniopanuce nocne otmerbl aklMK.3a nauneHTamu, OAHOBPEMEHHO MONYHAIOWMMIU NPOGUIAKTUKY NpenapaTom
lemnu6pa® v aKrK, cnenyet Habniopats Ha npeameT passutus TpomBoamBonuu. Jlevalnin Bpay LOMKeH Hemeq-
newro otmernTs aKMK v npepeats Tepanuio npenapatom lemMnnbpa® Npu BOZHUKHOBEHWW KIMHUYECKIX CUMMTO-
MOB, NOJy4eHNM AaHHbIX BUYaNN3MPYIOLLMX CCNENO0BAHNA M/ NaBopPaTOPHBIX NoKasaTenei, COOTBETCTBYIOLINX
TPOMBOTUYECKIM SBEHUAM, 1 MPOBECTY NEYEHME B COOTBETCTBUM C KNIMHMYECKNMM NOoKasaHnamMu. Nocne noaHoro
paspeLueHns TPOMBOTNHECKOTO SBIEHMS IeUallii Bpay 1 NauMEeHT/IMLO, OCYLLECTBSIOWEE YXO/ 3a NaLMeHTOM,

with Inhibitors: HAVEN 1 Study // Haemophilia, 2019 Jan;25(1):33-44. 3. G. Young et al. A multicenter, open-label, phase 3 study of emicizumab prophylaxis in children with hemophilia A with inhibitors // Blood, 2019.

[IO/XHbI OLIEHMTb COOTHOLLEHWE MOJIb3bl M PUCka BO30DHOB/IEHMS NPOodUakTVki npenapatom lemnnbpa® Ha
VHAVBUAYaNbHONM OCHOBE. B cnyyae ecnu nauveHTy, nonydakowemy npodunaktvky npenaparom lemnnbpa®, no-
KasaH Npenapart LWyHTYPYIOLLEro AENCTBIS, CM. PUBEEHHBIE HUKE PEKOMEHAALMM MO AO3MPOBaHIIO MPenapaTos
LIYHTUPYIOLLEro AencTBus. PeKoMeHAaLn1 No NPUMEHEHIIO NPEnapaTtos LYHTVPYIOLEro [eiCTBIS Y NaLneHTOB,
nonyyaowmx npopunaktiky npenapatom [emnbpa®: JleueHne npenapatami WyHTMPYIOWEro AeiCTBIs ceayeT
OTMEHWTb 3a AeHb 0 Havana Tepanun npenapartom lemnnbpa®. Mpenapar femnnbpa® nossilaeT cnocobHOCTL
KpoBU K cBepTbiBaHuio. CnefosaTesbHo, HeobxoarMas A03a NpenapaTta LyHTVPYIOLIEro AENCTBUS MOXET BbiTe
HUXE TakOBOW, NCMOMb3yeMON NPy OTCYTCTBUM NPOdUNaKTVkn npenapatom femnnbpa®. [nntensHocTs nevenns
npenapaTami WyHTMPYIOWero AeNCTBUS 1 X A03MPOBaHMe ByayT 3aBMCETb OT NoKanM3aumm 1 obbema KPoBoT-
eueHus, a Takke OT KIMHUYECKOro CoCTosHMA naunenTa. Mpumenenus aKlK cnenyet nsberats, 3a ncknioyeHnem
Ccnyyaes, Korfa Apyrvie BapuaHTel NeYeHusanbTepHaT1BHLIE CPEACTBA HEAOCTYNHbI. ECv nayveHTy, nonyJatouiemy
npodunakTuky npenapartom lemnubpa®, nokasaqo npumerenue akrK, HavaneHas gosa aKMK He gonxkHa npesbl-
watb 50 Ea/kr. Ecnv kpoBoTeueHye He yaaeTcs OCTaHOBUTL C MOMOLLLI0 HavanbHo go3bl aKlMK po 50 Ea/kr, cnegyet
BBeCTM gononHuTenbHele Ao3bl aKMK noa pykosoacTsom niv HabsloaeHMeM MeaUUMHCKOTO paboTHIKa, a obulast
po3a aKlMK He gomxHa npesbiwate 100 Ea/kr 3a nepssie 24 yaca neverus. MNpn paccMoTpeHnn Bonpoca o nNpo-
nponxenun Tepanum aKlMK nocne seeaeHus MakcumansHon gosel 100 Ea/kr B TeyeHne nepsbix 24 4acos nevawime
BPAuM JOKHbI TLLATESBHO CONOCTaBUTL PUCK Pa3BuTus TMA 1 TpomBoamGonum n puck KposoTedeHus. B knnku-
YECKWX VCCnef0Banmnsx He Habnoaanock ciydaes TMA v TPOMBOTUYECKVX SIBNEHWUI NMPU UCMIOMb30BAHNI TONBKO
aKTUBUPOBaHHOTO peKoMBUHaHTHOro Yenosedeckoro daktopa VIl (rFVila) y naunentos, nonyyasLumx npo¢wna><m»<y
npenapatom lemnnbpa®. Cneayet cobnioaat AaHHbIe ykasaHWs MO O3MPOBAHMIO NPenapaTa WyHTPYIOULero Aei-
cTBUA Kak MMHMMyM B TeyeHre b Mecsiles nocsie npekpalleHns npodunakTuki npenapartom femnnopa®. Mpetew-
3umn noTp 0 AO «Powu-M no appecy: 107031, Poccus, r. Mockea, TpybHas
nnowage, 4. 2, Ten. (495) 229 2999, dakc (495) 229 79 99 nnn vepes dopmy oGpaTHom CBA3M Ha caiTe: www.roche.
ru. Peructpaumontoe yaoctosepehme: JIM-005110. MoapoBHas uHbopMaLmsi COREPXKNTCS B MHCTPYKLNM MO Me-
AVLMHCKOMY M Ta e ot 02.06.2020.

[ins cneunanvcTos 3apaBooxpaHermns
RU/EMIC/1907/0059a

AO «Pow-MockBa»

107045, Poccus, r. MockBa
Tpy6Has nnowapb, oM 2
Momewerue I, aTax 1, komHaTa 42
M®K «Fanepes HernunHas»

Ten.: +7 (495) 229-29-99
www.roche.ru

Roche)
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TaTbsAHa
MwuxannoBHa
IOONHA

K.M.H., negmatp NBY3 «[leTckasn ropopckas
KNMUHM4Yeckasn 6onbHMLa um. 3.A. Bawunsiesoin A3M»

AneHa
KoHCTaHTMHOBHa
MWPOHOBA

K.M.H., 3aBefyroLas LLeHTpom
BOCCTaHOBWTENIbHOrO NeYeHNs Ansa aeten

no 3 net 'BY3 «[eTckasi ropoackas
KnuHu4eckas 6onbHuua um. 3.A. Balunsiesom
[3M», negnaTtp, Bpay ynsTpa3ByKoBomn
ANarHoCTUKn

ONUKCUP XKNU3HW:

rpyaHOE MOJIOKO
B BbIXa>KUBaHMM HOBOPOXOEHHbIX

[Npobriema HekpoTuaupyroLjero aHTepokonuta (HIK) coxpaHseT akTyasilbHOCTb
B riepyHatasibHovi racTpO3HTEPOIOrMu. B oTaeneHnsix MHTeHCUBHOM Teparny HELOHOLLIEHHbIX
(OUTH) aT0 04HO 13 caMbix ¢hbatasibHbIX 3ab0s1eBaHU, CrioCOOHbIX GbICTPO MPOrpeccupoBaTh
OT JIErKOro B34y TWUsI XXKMBOTAa U HapyLLEHUS TOJIEPAHTHOCTU K SHTepasibHOMY NMUTaHUIo
[0 MOJIHNEHOCHOIO CEernTu4YeCcKoro LLoKa n pacrpoCTpPaHEHHOro HEKPO3a KULLEYHNKA
¢ nietasibHbiM ucxogom. lNpegoteparyaet passutme HOK y rily6OKO HELOHOLLEHHbIX ETEN
(FHL) rpygHoe mornoko — co3fgaHne ero 6aHKoB NMpeacTaBriieTcs nepcrieKTUBHLIM
HaripaBJ/IeHNeM B BbixaxuBaHun [H/].

BOJIE3Hb BbDXUBLUUX

3a6oneBaemocts HOK y HOBOPOXKI€HHBIX,
10 ZAHHBIM Pa3HbBIX aBTOPOB, KOyeGIeTcs
ot 0,3 10 3 Ha 1000 zeTeli, a y MajblIie,
BeCHBIIMX IIPU POXKIEHNU MeHbIne 1500 T,
aTa 1udpa cocrapiaeT 4-13% 1 IpofonKaeT
eXeTrofHO pacTu. YacToTa BCTpe4aeMOCTU
JIAHHOM ITaTOJIOTUM ¥ yPOBEHb JICTAIbHOCTH
MIPAMO IPONOPLIMOHAIBHBI CTEIICHU 3PeJIo-
CTH HOBOPOXKieHHOTO. [Tomasssromniee 60ib-
IIUHCTBO (90 %) TaKUX JleTell — HeJIOHOIIeH-
Hble C OYeHb HU3KOU U DKCTPEeMaJbHO
HU3KO0M Macco Testa (OHMT u DHMT) npu
poxzpenmy, mostomy HOK HazbIBatoT «Gostes-
HBIO BbDKUBIIINX HEJOHOIIEHHbIX». HecMoTpsa
Ha aKTUBHbIE COBMECTHBIE yCHIVA HEOHATO-

4™ 450050

YHUdMUMpOoBaTH
OCHOBHbIE
NpUHLMNGI
0Ka3aHus
MEVLIMHCKOI
MOMOLL feTSM
rpynn pucka,
60NbHbIM AETAM
11 NOAPOCTKAM

JIOTOB, IeTCKUX XU PYPIOB, AHECTe310JIOTOB-
PeaHuMaToJIOTOB, a TAKXKe pa3BUTHeE COBpe-
MEHHBIX TeXHOJIOTMH BbIXaXKMBAaHUA U Jie-
YeHUsI HOBOPOXKIEHHbBIX, YPOBEHbD JIETATh-
HOCTY IIPU JAHHOM JIaTHO3e KoyieGieTcsa
oT 28 110 60%.

NPOBJIEMA NMUTAHUA

Haubonee 6e3omacHble U 3 deKTUBHbIE
CIIOCOGBI ITpeAyNpexJeHUA I3BeHHOTO
HOK — rpynHoe BckapmiausaHue (I'B), mo-
CTeIleHHOEe yBeJIMYeHHe SHTePaJIbHOIO
NIUTaHUA U TIIATeTbHBINA KOHTPOJIb NH(EK-
nyy. IIpo6iieMoii MUTaHYA HeTOHOIEHHbIX
y4eHbIe 03a60TIUINCh 3afI0JIr0 I0 TOTO, KaK
HEOHATOJIOTH BBIAEIWIACH B OTACIBHYIO

22" 190/™

Mop o6iLeit peaakumei
AT. PymaHLeBa
akapemuka PAH n PAEH,
O.MH., npod.

nA.B. Kaprenuwesa
akapemuka PAEH u NIAH,
O.MH., Npod.

«PyKOBOACTBO Y4aCTKOBOIO
W CeMeNHoro Bpavya-neauarpa» —

caMoe MOJHOe M3aaHue B 06nacTu NeanaTpum Ha PYCCKOM 43bIKE.

MepBbiit TOM

nocBsILLEH
BHYTPUYTPOBHOMY
pasBuTUIO NNOfa,
npogunakTnyeckomy
HabMoAeHHI0

Btopon ToM

nocBsiLLeH
MHOEKLMOHHBIM
3ab0/1eBaHMIM, 0C060
0nacHbIM MHGEKLMAM,
[epMaTonornyeckum

3a 310POBbIMU IETHMY, 3a6onesaHuaM,
npo6nemam 3a6onesaHuAM 0praHoB
NepuUHaTaNbHOTO Pas3BITHS,  3PEHUS, NONOCTH PTa,
HEBPONOTUYECKNM yXa, ropna, Hoca.

1 NCUXNYECKUM

3360neBaHNAM.

TpeTuit ToM

nocBsILLEH
SHLOKPUHHBIM

1 MeTabonuyeckum
paccTpoiicTeam,

YeTBEpPTbIN TOM

pacckasbiBaeT
0 3ab0NneBaHusX OpraHoB
MULLEBAPEHMS,
XEenyeBbIBOAALLNX MyTel,
annepruyeckum NeyeHy, MoYenonoBoi
3a6onesaHuaM, CUCTEMbI, TUHEKONIOTMYECKIX
VMMYHOMNOrMY, TeMaTonoruy, 3a60oneBaHmsx, opdaHHbIX
OHKOMOrMK, 3360718BaHNSM  3300N1EBAHMSIX, HEOTIIOXHbIX
OpraHoB fibIXaHus COCTOSIHUSX, MOBPEXAEHMSX
11 CEPAEYHO- 11 OTPaBNEHUAX.

COCYANCTON CUCTEMBI.

PYKOBO/ACTBO apECOBAHO Y4ACTKOBbIM 1 CEMElHbIM BpayaM-neauaTpam.
ByneT Takke NonesHo BpayaM CMEXHbIX AUCLMMMH, CTYAEHTaM 1 acnipaHTaM MeaVLMHCKVX BY30B.

Mo Bonpocam npuobpeTeHus U3faHus 06paLyatbes

[=7] info@abvpress.ru (9 +7 (499) 929-96-19

«PyKOBOZCTBO Y4aCTKOBOrO 1 CEMEIHOr0 Bpaya-neanaTpa» BbinyLLEHO NpY GUHAHCOBOI NOAAEPXKE
(DoHpa coneicTBIS pasBUTUIO Hayki, 06pa3oBaHns, KynbTypbl v cnopTa «CMAPTAK—aeTsM».

pucruiuingy. Eme B 1912 rogy Grulee nu-
cai: «<EIMHCTBEHHOEe CPeJICTBO aJleKBaTHO-
T0 BCKapMJIUBAaHU:A HeJJOHOIIIeHHbIX HOBO-
POKAEHHBIX — TPYAHOE MOJIOKO. JIfoObIe
TIOIIBITKY KOPMUTD TaKMX JleTell MUTaHueM
HCKYCCTBEHHOTO IIPOUCXOXKIeHUs obpede-
HBI Ha Heyzauy. [IpaBsia B TOM, 4TO ycCIient-
HOe BCKapMJIMBaHMe HeJOHOIIIeHHbIX YeM-
TO IOMMMO TPYAHOTO MOJIOKA CKOpee
cjiefyeT CYUTATh pe3yJIbTaTOM Be3eHUH,
4eM 37,paBOr0 CMbBICIAY.

HeomHOKpaTHO MPOBOAMBIINECA PAHAO-
MM3HAPOBaHHbBIE ITPOCIIEKTUBHBIE NCCIE0BaA-
HUA I0Ka3aIy, 9YTO PUCK Pa3BUTHA dHTEPO-
KOJIUTA Y IeTell Ha CMeIIaHHOM U UCKYC-
CTBEHHOM BCKapMJ/IMBAHUM BBINIE B 5,5

pebeHKa 13 cranpioHapa. HekoTopble MaMbl
HeJIOHOIIeHHbIX MJIQJIeHIIeB UMeIOT Meu-
IIUHCKYe OrpaHUYeHVs], HeCOBMeCTHUMbIe
C TPYAHBIM BCKapMJIIBAaHHEM.

TSAXENbIA BENIOK

Jlaxe coBpeMeHHbIe KaueCTBeHHbIe 3aMeHU-
TeJT! JKeHCKOTro MostoKa (3YKM) He crtocoOHbI
B IIOJIHOM Mepe BOCIIPOM3BECTH €TI0 YHUKATb-
HBII cocTaB. A 6eJoK B coctaBe 3KM 3aua-
CTYIO OKa3bIBAeTCS CIUIIKOM TSDKEIbIM [T
He3PeJION CJIU3UCTOM 000I0UKY JKeTyIO0THO-
KUIIIeYHOTO TPAKTa. PacTeT KOMI4ecTBO aj-
JIepruyecKux racCTpO3HTEePOKOIUTOB, CIIPO-
BOLIMPOBaHHBIX NpuMeHeHueM 3XKM. Mx
CHUMITTOMAaTHKa B HEKOTOPBIX CIy4asax HaIlo-

Mogenu Ha XXUBOTHbIX U KIMHUYECKMe HabnoaeHus
NoKasbIBatoT, YTO Ans pa3suTma HIOK Hy>XHbI MO KpanHen
Mepe Tpu dpakTopa, BeayLLMX K BOCManuTelbHOMY OTBETY,
ULLEMUU N HEKPO3Y: NOBPEXOEHWE CITU3UCTON 0O0N04KN,
BCKapMJ/IMBaHWe NCKYCCTBEHHLIMW CMECAMMU U Hann4ve

GakTepun

1 10 pa3 COOTBETCTBEHHO 10 CPAaBHEHMIO C Te-
MM, KOTO KOPMAT I'PYZbI0. IpyzIHOEe MOJIOKO —
ONITUMAJIBHOE IMUTAHMe JJIS BCeX IeTel, OHO
WIydIIaeT IeJIOCTHOCTb CTM3UCTON 000IOYKU
GJ1arofaps MHOXKECTBY 3alTUTHBIX (DAKTOPOB
(/m301(MM, JTAKTO(EPPHH, IMMYHOIJIOOYITHHEI,
Makpodary, TUMQOITUTEI, HeHTPO(DIIIBI, MH-
rUOUTOPBI IPOTea3, SIUTENAILHBIN GaKkTop
PpOCTa, aHTUOKCUAAHTBI, IIPOTUBOBOCIIAIU-
TeJIbHbIE ITUTOKWHBI, (AaKTOPp aKTUBAIIUU
Tpom6GoruToB (PAF) 1 ipocramtauaua E1 —
OpTaHHbII Ba3OAMIATATOP).

TPEBOXXHAA CTATUCTUKA

HecmoTps Ha HenlocpeACTBeHHOe U OTAAJIeH-
HOe OJIaroNpUATHOe BiviaHYe [B Ha meTcKumi
OpraHu3M, CTaOMIBHOTO POCTA YKCIIA I€Tel,
KOTOPBIX KOPMAT I'PyALI0, B Poccuu B mocie]-
HUe JecATWIeTH He Habmogaerc. I1o fas-
HbIM MuH31paBa, B 2014 1. Ha I'B Haxomwmich
JIAIIIB 42 % MIafieHIIeB 3—6 MecAlleB, a BO BTO-
POM IIOIyTOnuu u3HU —41,1% (M3 P, Poc-
crart oT 14.12.2015). OmHAaKO 3TU IOKasaTeIn
He OTPQKAIOT UCTUHHOU PacIpOCTPaHeHHO-
ctu I'B ¥ COOTBETCTBYIOT MeXKAyHAPOAHBIM
WHIVKATOPaM, PeKOMeHIOBaHHbBIM [1106aTh-
HBIM 0aHKOM AaHHbIX BO3. B Poccun umb
MayIas yacTb JOKYMEHTOB OTPa)KaeT OCHOBHbIE
TIPUHIIUIIBI OpraHu3anyu ['B B reyeGHBIX yU-
PeXaeHUAX POSOBCIIOMOMKeHYs U AeTCTBA.
OpHAaKO B HUX He OTPaKeHbI MeTObI COXpa-
HeHUA ['B GONIbHBIX JleTeld, KOTOPBIX He IIPU-
KJIaIBIBAIU C ITepBbIX JHeW XKU3HU K MaTe-
PYHCKOM TPy, He IIpeJiCTaBIeHbl OCHOBHbIE
TIOZIXO/bI K COXpaHeHUo ['B rmocie BBITUCKU

muHaeT HOK. Bo MHOIMX pa3BUTBIX CTpaHaX,
€UIM y MaMbI HeT MOJIOKA, HOBOPOKIeHHOMY,
0COOEHHO POJMBIIIEMYCA PaHbIIle CPOKA, Ha-
3HavyaeTcs JOHOPCKOe IPyAHOe MOJIOKO (JIIM).
OHO B IIepPBYIO OYepesb HEOOXOAUMO JIETIM
C BPOXKIAEHHBIMU HapylIeHuAMU o6MeHa
BeIlecTB, IlepeHeCcINM Ollepaluy, CTpaja-
IOIIVM IUIIeBOM ajUlepruel, KapAruonaTuel,
TIOYeYHON HeJIOCTATOYHOCTHIO U IMMYHO/Ie-
¢unuTom. [Ipu 5TOM AeTH IOIydaloT Bce
TIperMyIIecTBa IPyAHOIO MOJIOKA, KOTOpoe
CIIOCOOCTBYeT HAWIyYIIeMY YCBOEHUIO U~
TaHUA, B TOM YUCIe Y KpaliHe He3peJIbIX
MJIaZieHIIeB, IIOMOTaeT CYIleCTBeHHO CHU3UTh
puck HOK u cerncuca.

MOJIOKO B BAHKE

Crienuanuctel BO3 HeofHOKpaTHO nTofuep-
KUBAIU BAXXHOCTh ['B HOBOPOXKAeHHBIX.
B 1980 roxy BO3 u FOHVICE® BhImycTIIN
COBMECTHBIU JJOKYMEHT, B KOTOPOM I'OBO-
purcst: «Eciu 6uoorunvyeckasi MaTh He MMe-
eT BO3MOXHOCTY KOPMUTb I'Py/IbI0, IIePBOM
TBTePHATUBOM JIOJDKHO OBITD UCITOIB30Ba-
HUe IPyLHOTO MOJIOKA U3 [PYTUX UCTOYHU-
KOB. Bauku JITM ZO/BKHBI OBITh ZOCTYITHBI
Ha CJIy4ail HeOOXOJUMOCTIY.

Bank JITM co3pgaeTcs, YTOObI COOUPATH,
TIPOBEPATH, 00pabaThIBATh, XPAHUTH U Pac-
npefeyiATh IleHHOe JJOHOPCKOoe IpygHoe
MOJIOKO CpeZili HOBOPOKI€HHBIX, KOTOpPbIe
B HEeM HY)KIAIOTCS 10 0OCOOBIM MeTUITNH-
CKUM IIOKa3aHUAM.

JIugupyeT B UHAYCTPUU MOJIOYHBIX GaH-
KoB bpaswnusa. Vix Tam HacuuTeIBaeTcs 217,
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Bonpocam 6e3onacHOCT rpyaHoOro mosoka B 6aHkax OI'M
yOensietcs camoe npuctanbHoe BHMMaHue. Bece HavmHaeTcs
CO CTPOroro otéopa JOHOPOB, KOTOPLIE MNPOXOAAT
TwlaTenbHOe MeaMUMHCKOe 06cnenoBaHmne

U ellle 126 TOTIOTHUTETBLHBIX IyHKTOB cO0Opa
MoJoKa. B EBporelicKyo acconuaniio 6aHKoB
movtoka (EMBA) BxozsT 202 yuapesxaeHys u3 24
crpas. HanbGostee pa3BuTa ceTh TAKIX GAaHKOB
B0 ®panrmu (36), Utamu (30) u [IBerwm (28).

B HexoTopbhIX cTpaHax (HopBerus) moka-
3aTenu I'B oueHb BBICOKU (99 % »KeHIIUH Ha-
YMHAIOT KOPMUTB IPY/IBIO), YTO obecrieqnBa-
€TCs TPaMOTHO OPTaHKU30BaHHOM ITOATEPKKON
KOPMAIIMX MaM Ha Bcex ypoBH:AX. IIpu TakoM
MHOKeCTBe KOpMAIIYX YKeHIITIH CIIPOC Ha JIo-
HOPCKO€e MOJIOKO YAOBIeTBOPACTCA JaxKe IIPU
O4eHb CTPOTOH IIpoLieflype 0T60pa MaM-OHO-
POB, 4TO, B CBOIO O4epe/ib, II03BOJIIO OTKa-
3aThCA OT IaCTepr3aliK JOHOPCKOTO MOJIOKA.
B GOJBITMHCTBE PYTUIX CTPAH 3TA Ujies BhI-
IIAAUT HeBepoATHOM. B HopBeruu e K OT-
60py JOHOPOB TPYIHOTO MOJIOKA OTHOCATCS
TaK ke CTPOro, Kak 1 JOHOPOB KPOBU. Bce
MaMBbIIOHOPBI IIepUOAMYECKHU CAI0T AaHAIM-
3bl, IPHYEM HY OHOTO CJIyJas OOHapYXKeHU:A
BUPYCHOM MHGEKITNH B ITpoliecce JOHOPCTBA
He 6bUTO0 3aUKCUPOBAHO HU pasy. K Tomy ke
B 11e71oM B HopBeruu oueHb HU3KUI ypOBEHb
pacpocTtpaHeHHOCT! B1Y 1 remaTuToB, 4T0
JieTaeT OTKa3 OT IaCTepU3aliiy OIIPABIaHHBIM.
DTO 1I03BOJIAET COXPAaHUTh MaKCUMaIbHOE
KOJIMYeCTBO BCeX aKTHBHBIX KOMIIOHEHTOB
TPyJHOTO MOJIOKA.

B CIIIA paGoTaeT pa3BeTBJIeHHAs CETh
MOJIOYHBIX GAHKOB C XOPOIIIO OTPA0OTAHHBI-
mu TexHonoruamMu — HMBANA, HO oHN
IIOCTOSAHHO CTAJIKUBAIOTCA C HEXBAaTKOU

MaM-JOHOPOB M3-32 HU3KOT'O YPOBHS I'PYZ-
HOTO BCKapMJIMBAaHUA B IeJIOM IIO CTpaHe
1 KOPOTKOTO OTILYCKA II0 YXOZIy 33 Pe0eHKOM.

3a4acTyro Ha JJOHOPCTBO I'PYAHOIO MO-
JIOKA B CTPaHe BJIMAET arpecCUBHBINA MapKe-
THHT IPOU3BOUTENICN CMecel ¥ OTCyTCTBUe
nopnepxkku I'B Ha rocyiapcTBeHHOM YPOBHe.
CylIeCTBYIOT TaKXe CJIOXKHOCTU KYJILTYPHO-
IO U peJIMTMO3HOro xapakrepa. B IOAP, roe
04eHb BbICOK ypoBeHb BIY-MHUITIPOBaHIA
HaceJIeHUs, POAVTEITH GeCIIOKOATCA B IIEPBYIO
odepenb 0 6€30IaCHOCTY JOHOPCKOT'O MOJIO-
Ka. OTMe4YaeTCss HU3KUI YPOBEeHb 00IIeit
UHGOPMUPOBAHHOCTYU ¥ IOHUMAHMUA TOTO,
YTO TaKOE€ MOJIOYHOE JOHOPCTBO.

NEPBbIA CPEAN PABHbIX

B HOAGpe 2014 roza nepseIii 6aHk JI'M oT-
KpbuIca B Poccun. [IMIOTHBIN IPOEKT Ha-
LieJIeH Ha IIOMOIIb HOBOPOXK/IeHHBIM, IIPO-
XONAIUM JIedeHUe U peabMIuTanuio
B OTZAeJIeHUH JJI HeJOHOIIeHHBIX JeTell
Y HeOHATAJIbHbBIX XUPYPTAYECKUX IO pa3-
JeneHsAx HayaHoro eHTpa 30poBbA AeTeit
(HLI3M). bank moHOpckoro mosioka HII3/]

He fABJIIETCA IyOJIMYHBIM, TO €CTh PacIIpo-
CTPaHsAETCA TONBKO Ha IalleHTOB IIeHTPa.
JloHOpaMM BBICTYIAIOT KOPMAIIYEe MaMBbl,
HaxoJAILMeCA B ero KIMHNYeCKUX IoApas-
JleJIeHUAX BMeCTe CO CBOMMU MaJIbIIIaMU.

Borpocam 6e3011aCHOCTH IPYZIHOTO MOJIO-
Ka B 6aHKax JITM yzessieTcss caMoe IIPUCTaTb-
HOe BHMMaHUe. Bce HaUMHaeTcs co CTPOroro
0T00pPa IOHOPOB, KOTOPBIE ITPOXOJIAT TIATEb-
HOe MeJIUITIHCKOe 06cIeoBaHve. Yarre Bcero
VIMH CTaHOBATCA MaMBl ZieTeld IIePBOTO, peske —
BTOPOTO HOJYTOAVS KU3HU U JIVIIIb B OTARIE-
HBIX CIy4assx — JJAKTUPYIOIIYe GoJiee Tofa.
Bo MHOTMX CTpaHaxX OrPaHUYEHUN I10 IIPOOIT-
YKUATEITBHOCTU JTAKTAIIM HeT.

CoGpaHHO€e MOJIOKO IIPOXOIUT GaKTepH-
oJIoTM4YecKoe TeCTUPOBaHMe U HallpaBJisdeT-
s Ha MacTepusanuio. [1pu masmest macre-
PpU3anuy GOIBIIMHCTBO IIOJIe3HBIX BEIIECTB
Y BUTAMUHOB He pa3pymniaTcd. Tak, Ha 100%
COXPAHAIOTCA GEJIOK, JKUP, YIIEBOABI, OJTUTO-
Caxapu/bl, IMHONIEBAA U DAL, APYTUX KUCIOT,
BUTaMuHEI A, D, E, B ,. B cocTtaBe Mmonoka
ocTaetcsa 75 % GonreBoy KUCIOTHL, 65 % BU-
tamuHa C, 10 70 % MMMyHOIJIOOY/INHA A,
Ha 91 % coxpaHseTcs 00IIas aHTUOKCUIAHT-
HasA aKTUBHOCTS. [Ip1 3TOM IOJIHOCTEIO Jie-
3aKTHUBUPYIOTCA BCe U3BECTHbIE IIaTOTeHHbIe
OaKTepuy, B TOM JHC/Ie BO3OYyAUTENN CUpU-
JIvca v TybepKysiesa, U Bce M3BeCTHbIE IIaTo-
TeHHbIe BUPYCHI, B TOM YHC/Ie ITUTOMETaIo-
BUPYCHI, BUpychI rerarura B u C, BUY.

INocte macTepy3anyiy ¥ JOIOTHUTEb-
HOTO OAKTEPHOIIOTIYECKOTO TeCTUPOBAHUA
MOJIOKO TOMOT@HU3UPYeTC U IPOXOAUT
HccIefoBaHe Ka4eCTBeHHOTO COCTaBa C I10-

MOIIBI0O aHAJIM3aTopa, paboTawiero
10 IPUHIUILY UHPPAKPACHOU CIIEKTPOCKO-
nnu 6e3 IpUMeHeHUA XUMIIeCKIX peak-
TUBOB. Takol aHAIN3 IO3BOJIAET ONITUMAIIb-
HO MTOZ00PaTh JOHOPCKOEe MOJIOKO PeOeHKY.
Jasee yxe MapKUPOBaHHOE MOJIOKO IIOJ-
BepraeTcs OGBICTPOMY OXJIKIEHUIO 1 3aMO-
PO3Ke B CTepWIbHBIX KOHTeliHepax. B Mo-
PO3WILHOI KamMepe IIPU TeMIlepaType MUHYC
18,6-20 °C 0HO MOXXeT XpPaHUTHCA 3—6 Me-
cAIeB, IIOKA He TIOHAJJ00NTCA PeOeHKYy.
PacxofpI Ha co3ZlaHUe GAaHKOB I'PYAHO-
TO MOJIOKA Ha 6a3e KPYIHBIX JeTCKUX CTa-
IIMOHAPOB He3HAa4YUTeJNbHBI, OFHAKO ero
IIpUMeHeHUe I103BOJIAeT IOBBICUTH 3¢-
(peKTUBHOCTH BBIXaXXKUBAHUSA IIIyOOKO
HeJOHOIIeHHBIX JieTell, a TaK)Ke CHU3UTD
3abosmeBaemocTs HOK, cercrcom, CHHAPO-
MOM HapyIIeHHOI'0 KUIIeYHOI'0 BCaChIBa-
HUA, 00YCJIOBJIEHHBIM HeIlepeHOCUMOCTHIO
0eJIKOB KOPOBLETO MOJIOKA, U JIP.
Cnucok aumepamypsl HAXo00umca 8 pedarkyuu

Peknama

INOKTEIT (3chMopoKTOKOr anbtha) —
nepBblid NPOSIOHTMPOBAHHbIN
PEKOMOMHAHTHbIN haKTOP CBEPTbIBAHNS
Kposu VIII Fc, opobpeHHbIn Ana neyeHns
remotpunun A B Poccunt

C npenapatom ATOKTENT
Bbl MOXeTe N3MeHuTb
byayuiee nauueHTa CeroaHs:

MeamnaHa CnoHTaHHbIX KPOBOTEYEHUI
B roj, paBHa HYJ1H0??

Hopmanusauna coctoaHna 99,6%
TapreTHbIX CyCTaBOB*

OTCyTCTBME MHIMOUTOPOB Y paHee
NIeYEeHHbIX NauneHToB >

CHUXEeHMe roL0BON YaCTOTbl MHBEKLAN
bonee yem Ha 50% >

3HauMMoe ynyylleHne Ka4ecTBa HKn3Hu
npw NPoMhUNaKTNYECKOM PeKIMME ®

3D

Kpartkas nHcTpyKums no npenapary

Toprogoe HaumeHosaHue: I/TOKTENT. MHH: ddmopokTokor anstha. JlekapcreenHas hopma: Jlnoduansar A NpUroTosneHNa
pacTteopa Ans BHyTpuseHHoro BeedeHus. PapmakotepanesTiveckas rpynna: lemoctativeckoe cpeactso. Kog ATX:
B02BDO02. MoKasaHua K NpUMEHeHNIo: JledeHre 1 NpodunaxkTuka KPoBOTEYEHUI Y NaLMeHToB ¢ remodunnein A (BPOKAEHHO
HefoCTaTouHOCThI0 hakTopa ceepTeiBaHua Kposu VIID). Mpenapar 3/TOKTENT paspeweH K npuMeHeHMio naumeHTamin scex
Bo3pacTHbix rpynn. [poTMBONOKa3aHuA: [MoBbiWEHHAA YYBCTBUTENLHOCTL K AEWCTBYIOLEMY BEWECTBY WM K NoGomy U3
BCMOMOraTe/ibHbIX BELeCTB, BXOAAWMX B coctas npenapara. Cnocob npumeHeHWs u A03bl: JleyeHne cnegyeT HaunHath MoA
HabnioAeHeM Bpaya, NMeLLEro onbIT B iedeHnn remodunnn. ns Z0NrocpoyHo NpothnnakTuK pekomMeHLyemasn o3a cocTaBaseT
50 M E/Kr c uHTepBanom BBefeHNA Kaxable 3—5 AHel. Loy MOXHO KOppeKTMpoBaTh B npeaenax ot 25 ao 65 ME/Kr B 3aBucrmocty
0T OTBETa Ha Tepanuio. B HekoTopbIx cnyyaax, ocOBEHHO MpW NeyeHNn NauyneHToB MOMOAOrO BO3pacTa, MOryT notpeboBarbes
COKpalLEeHNe HTEPBANOB MEX/y BBEAEHUAMN npenapara uiu nosbileHne 4o3bl npenaparta. MoboyHoe aelicTeue: MosbiweHHas
UyBCTBUTENLHOCTb WN aniepruyeckiie peakunn, BO3MOXKHO PasBUTUe HeTpanusylLwmx aHtuten (MHrnbutopos) K thaktopy VIII.
0cobble yKazaHua: PeKomeHayeTCs NPOBOANTL MOHUTOPUHT BCEX NALMEHTOB HA MPeAMET Pa3BUTUA UHIMBUTOPOB NOC/E UX Nepexoaa
Ha [pyroii npenapar. Y nauneHToB ¢ thakTopamy pucka cepAeqHo-cocyancTbix 3aboneBaHnii 3aMmecTuTensHan Tepanus haktopom
VIII MOXeT yBennmynTb 3T0T pUCK. BHYTpMBEHHOE BBeAeHNe npenapara 3/IOKTENT moxer CONPOBOXAATLCA Pa3BUTEM PEAKLN
runepyyscTuTensHocT. CPOK roaHocTu: Jlnogunusar — 4 roaa, pacteoputens — 5 net. YCnoBuA oTnycka: OtnyckaioT no peuenty.
Bonee noapo6Hyio MHAOPMAaLVIO CM. B UHCTPYKLIAVM N0 MeAULMHCKOMY npuMeHeHuio npenapara 3/T0KTE AT (ahpmopokToKor anbtha)
JNIN-006034. Homep onobpeHns: REF-7578

Cebinku: 1. Ananus caiita https://grls.rosminzdrav.ru ot 26.08.2020. 2. Mahlangu J, Powell JS, Ragni MV, Chowdary P,
Josephson NC, Pabinger I, et al. Phase 3 study of recombinant factor VIII Fc fusion protein in severe hemophilia A. Blood.
2014 Jan;123(3):317-25. 3. Young G, Mahlangu J, Kulkarni R, Nolan B, Liesner R, Pasi J, et al. Recombinant factor
VIII Fc fusion protein for the prevention and treatment of bleeding in children with severe hemophilia A. J Thromb
Haemost. 2015 Jun;13(6):967-77. 4. Pasi KJ, Pabinger I, Wang M, Kerlin B, Kulkarni R, Nolan B, et al. Long-

term Impact of rFVIIIFc prophylaxis in Paediatric, Adolescent, and Adult Subjects with Target Joints and Severe
Haemophilia A. Poster presented at the XX VI International Society on Thrombosis and Haemostasis (ISTH)

Congress; 2017 Jul 8-13; Berlin, Germany. PB212. 5. Shapiro AD, Ragni MV, Kulkarni R, Oldenberg

J, Srivastava A, Quon DV, et al. Recombinant factor VIII Fc fusion protein: extended-interval dosing

maintains low bleeding rates and correlates with von Willebrand factor levels. J Thromb Haemost.

2014 Nov;12(11):1788-800. 6. Wyrwich KW, Krishnan S, Auguste P, Poon JL, von Maltzahn R, Yu

R, etal. Changes in health-related quality of life with treatment of longer-acting clotting factors:

results in the A-LONG and B-LONG clinical studies. Haemophilia 2016 Nov;22(6):866-72.

*No cpaBHEHNIO ¢ Npenapartami aktopa ceepTbiBaHusa Kposun VIII co ctaHaapTHbIM
neproaoM NnosyBbIBEAEHUSA
**110 AaHHbIM PErUCTPALMOHHbIX UCCNEA0BAHUIA _‘

Matepuan npeaHasHayeH Ana COTPYAHNKOB 34paBo0XPaHeHN.

3/IOKTENT aBnAetcA ToBapHbIM 3HaKOM KomnaHun «Ceeauw Opdar
Buosutpym AB». O6pawaem Bawe BHUMaHWe Ha 1o, 4To «Cobu»
ABNAETCA TOBAPHBIM 3HAKOM KoMnaHum «Ceeauww Opthan brnosutpym

AB». Mo niobbiM Bonpocam, KacalowWwMMCcA TOBAPHbLIX 3HAKOB
KomnaHun «Cobu», npocbba obpalatbcs B KOPUANYECKNIA
otaen.

© 2020 «Ceeanw OpdaH Buosutpym AB» — Bce npasa
NPUHAANEKAT UX 3aKOHHBIM BNaZenbLam.

Obpawaem Bawe BHAMaHWe Ha T0, 410 «CobU»
ABNAETCA TOBAPHbIM 3HAKOM KOMNaHun «CBeLLVILIJ
Optan  Buosutpym  AB». Mo nwobbim
Bonpocam. Kacaromwvlca TOBApHbIX 3HaKOB
komnaHuu «Cobu», npocsba obpalatscs

B OPUAMNYECKNI OTAEN.

@ SObi

Pioneer in Rare Di

e DITOKTENT®

3cmopokToKor anbta
(PEKOMGUHAHTHBIN haKTOP CBEPTbIBAHUS
Kkposu VI, Fe-cnuTHbIn Genok)

UzmeHume 6ydyujee.Ce200Hs
000 «Csepuw Opdhan buosutpym AB»,
119034, r. Mocksa, yn. Mpeuncrenka, a. 40/2, ctp. 1
Ten: 7 (495) 748 8479
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HOBOCTW

P 2 5 / 0 8 / 2 02 0 CCOCTOAIICA IKCNEPMHbLIL co8em, 8 X00e KOMmopozo 06cyHdeHbl 80npocbl dermusHocmu
e3o n m Ll M ﬂ u besonacrocmu npenapama gaxmopa kposu VIII ¢ nponoHzuposantblm hepuodom nanyssieedeHus u npumeHeHus

€20 8 KIUHUMeCKOl npakmuke Ang Jeuenus aodeii ¢ cemogunueii A (3pmopokmokoe anvda).
OKCMNepTHOro coseTta No Bornpocam Tepanum naumeHToB ¢ remodunmen A oakToOpoM CBEPTbIBAHUS KPOBU
VIl ¢ nponoHrnpoBaHHbIM nepuogom nonysbiBegeHns (MHH acpmopokTokor anbda).

B coBemaHny NPpUHAIA ydacTve 10 3KCIIepToB:

o Anexcannp I'puropreBrd PymsanieB, akageMuk PAH, m.M.H., nipod., npesuaeHT PIBY «HanmoHAIBHBI METUITMHCKUN HCCIeIOBAaTeTbCKUI IIeHTP JAETCKOM IeMaTOIOTMU, OHKOJIOTUH
¥ MIMMyHoOIoruu uM. JImurpusa PoraseBa» Munsgpasa P®, Mocksa;

. Hapesxna FIBaHoBHA 303yJLd, I.M.H., 3aB. OTAeI0M Koaryiomnaruii ®IBY «<HMUL] remaTtonorun» Munszapasa PO, Mocksa;

e  TareaHa AHApeeBHA AHZpeeBa, K.M.H., PYKOBOJUTEs TOPOZCKOTO IIeHTPA II0 JIe4YeHUI0 OOMBHBIX reModrneii, CaHkT-IleTepGypr;

e Awmppeii ITapmoBrd MOMOT, A.M.H., Ipod., AUPeKTOp arrarickoro ¢grmara PIBY «[eMaToIOrmyecKuii HaydHbId neHTp» M3 P®, BapHayr;

o Biraguvup BuktopoBud BjoBHH, K.M.H, Bpad-remaronor I'bY3 «<Mopo3sosckaa JI'KbB /I3M», Mocksa;

. Bukrop IOpreBud IleTpos, A.M.H., Bpad-remarosor I'bY3 «<Mopososckaa ITKB /I3M», Mocksa;

. ®apuya luymmvoHa IepuHa, remarosior OKB N@ 1, EkarepuHOypr;

. IMaBen AnekcangpoBud YKapKoB, A.M.H., Bpad-remarosior ®IBY «<HMUII reTcKoi reMaToJI0ruy, OHKOJIOTMH ¥ UIMMYHOJIOTUM UM. [Imurpuda PorageBa» Munzgpasa PO, Mocksa;

. TarbaHa IOpbeBHa IToAHCKAA, K.M.H., C.H.C. OTJejIa reModInm U Jpyrux koaryronatuii I'BY «<HMUL] remaronorum» Munzgpasa PO, Mocksa;

. Biagyuvup FOpseBud 30peHKO, J.M.H., IIPod., PYKOBOAUTEIb OTJeIa reMo(IIny 1 Jpyrux Koarynonatuii ®I'BY «<HMUL] remaronorvu» Munsapasa Poccrn, Mocksa.

B xome IKCIIEPTHOI'O COBETA OBUTH PACCMOTPEHBI IdHHbI€ MHOT'OII€EHTPOBBIX KIIMHUYIECKUX 2. HEO6XO,Z[I/IMO paspa60TaTb JIOKJIbHBIE KPDUTEPUU [JIA HA3ZHAYEHUA IIPEIIAPATOB C IIPO-

uccoreoBaHui 3PpGeKTUBHOCTU U KIIMHIYECKU OIIBIT peaIbHOM IMPAaKTUKY ITperapara d¢- JIOHTMPOBAHHBIM IIEPUOIOM IIOTYBBIBEJIeHUSA C IeJIbI0 YIYUIIeHUs pe3y/IbTaToOB Tepanuu
MOPOKTOKOT aIb(a, 3aperucTpUPOBaHHOrO B AHBape 2020 roga B Poccum 1A jileueHus U Ipo- y TIAI[MeHTOB ¢ OMOIOTHMYeCKUMHU U COIVIAIBHBIMY OKA3aHUAMY U/ HETOCTaTOYHBIM
(prIaKTUKY KPOBOTEUeHUH Y MAlIeHTOB ¢ reMO( e A. 2 deKTOM OT TeKyIIero JiedeHUsA PeKOMOMHAHTHBIMY U IUIa3MEeHHBIMU (aKTOPAMU
D(PMOPOKTOKOT atb(ha — PEKOMOMHAHTHBIN (aKTOp CBepThIBaHUA KpoBH VIII ¢ Iposon- CBepThIBAHUA.
THPOBAHHBIM IIEpHOAOM NoyBbiBeneHusA (pPVIIIFC), MpOM3BOIVMBIL C TOMOIIBIO YeloBede- 3. OIyOIHMKOBATh PE30JTIOIUIO 3acenanusa CoBeTa SKCIIEPTOB B rasete «[lequaTpust CETOAHS»
CKOU KJIETOYHOM JIMHUM. U B «<POCCUIICKOM KypHaJIe JeTCKOM reMaTOIOTUY Y OHKOJIOT VY.
YBenmueHue neprofia NOIyBbIBeIeHU:A 3()MOPOKTOKOTa alb(]pa M0 CpaBHEHUIO C SHIOTeH- PE30J1IOLUNA NPUHATA EAUHOIJIACHO.
HbIM (pakTopoM VIII IporcxomuT OCPeACTBOM CBA3bIBaHMA FcmoMeHa nperapara ¢ HeoHa- Cnucox Jumepamypsl Haxodumcs 8 pedaxyuu

TATLHBIM FC-pelierrTopoM, KOTOPBIH SKCIIPECCUPYETCA B TeUeHe BCell )KU3HU U IPEeCTaBIIA-
eT co60 YacTh eCTeCTBEHHOTO MYTH 3aIIUThI Ig OT JTU30COMHOI Jerpafanuu myTeM

TIOBTOPHOT'O BKJIFOYEHVISI JAHHBIX OETKOB B IMPKYJISLIMIO B IUIA3Me KPOBHU.

dapMaKOKUHETHKA, 6e30macHOCTh U 3¢ GeKTUBHOCTE ITperapaTa 3(hMOPOKTOKOT abha
JULA IPOIIAKTUKY KPOBOTEUEHUI Y B3POCIBIX U ZieTell ¢ reModruiveii A GbUTH OlleHeHbI N u T R I C I A s
B IByX MeKIYHAPOMHBIX UCCIEOBAHUAX C IIPOAO/DKEHeM HaOMIOfeHNs B O0beIHEHHOM LIFE-TRANSFORMING NUTRITION i

WCUIeN0BAaHUH ITOCIE UX 3aBEPIICHUA.

[IprmeHeHMe pernapara y B3pOUIbIX IIO3BOJIWIO JOCTAYb MeAMAHbI IIEPUOAA ITOIyBbI-
BeZleHUA 19 4acoB, € ero yBeJIM4eHreM B 1,5 pasa II0 CPaBHEHUIO CO CTaHLAPTHBIM PEKOM-
6uHaHTHBIM (pakTopom VIIL ITpu oreHKe 3GGHEKTUBHOCTU Y B3POCIBIX ObLTHA OTMEUEHbI
yMeHbIIIeHe MeJUaHbI TOJJOBOM YaCTOThI BCeX KPOBOTedeHU /10 1,6, a CIIOHTaHHBIX /10 0,
KyIIUPOBaHUe 3IIM30/I0B KPOBOTEUEHUN OAHOU MHbeKIuen y 87,3 % u 1Bymsa —y 97,8 %

TIaLlE€HTOB.
ITpu oueHKe 3(pPeKTUBHOCTH IIpenapara 3()MOPOKTOKOT a/Ib(a IIPU NPOPIIAKTAIECKOM y
JIeYeHUN y JieTeli ObUTIO OTMEYEeHO YMeHbIIIeHI e MeIUaHbI TOI0BOK YaCTOThI BCEX KPOBOTeYe- K p e n n ﬂ e M
HUM 10 0 B Bo3pacTe 6 JIeT U MeHee U J0 IByX — B BO3pacTe 612 JieT, a CIIOHTaHHBIX — 710 0
B 06eux rpymmax. KyrmupoBaHye a1u300B KpOBOTEYEHUI IIPOBOYIIOCH OHOM NHBEKIVeNd BA O p o B b e

y 87,3% u iBymAa —y 93% neTell.

B 060ux MCCIenoBaHUAX MeIriaHa YaCTOThI MHBEKIIMIA COCTABIIIA 2 Pa3a B HEJITIo, A Me-
JaHa rorpebnenns akropa 6buta MeHee 100 ME/[kr/Hen, [Tpy [yiTesTbHOM HaOTIOAeHUY
3a GOJIbHBIMU He 3aperNCTPUPOBAHO PA3BUTHSA MHTUOUTOPOB Ha (JOHE TepaItiy IIPerapaToM
3(p)MOPOKTOKOT ajib(a y paHee JJedeHHbIX ITallIeHTOB.

DKCIIepTHBINA COBET OTMEeTII BaKHOCTD OLIeHKU ITpUMeHeHU IIperiapara B peajIbHOI
KJIMHIUYECKOU TPAKTHKe [TOCJIe €T0 PerrCTPayi. AHAIU3 JAHHBIX 00CEPBAI[IOHHOTO UCCTTe-
JIOBaHUA ITOKa3al, YTO IpUMeHeHuUe IIpeliapaTta 3(GMOPOKTOKOT ajib(da I03BOJIAET JOCTUIbL
CHIDKEHUS FoJI0BOM YacTOThI KPOBOTeUeHU M Ha 50 %, KOIM4yecTBa UHbeKIui — Ha 31 %, 1o-
TpeOJIeHys Ipernapara — Ha 16 % 110 CPaBHEHUIO CO CTAHAAPTHBIMU PEKOMOMHAHTHBIMU
(axropamu VIIL

PaccMOTpeH OIIBIT BKTIOUeHNA ITpeapaTa B HallMOHATbHbIe KIMHIUYeCKe peKOMeH/IAIN
PA3IMYIHBIX CTPaH II0 JIEYeHUIO reMon. B pekoMeHIavsax BeTMKoOOpUTaHY YKa3aHbI
KpUTepHUH IperapaTa C IPOJIOHTUPOBAaHHBIM IIePUO/IOM ITONTYBbIBEZIeHUA: YBeIYeHIe ITepy-
07ia TIOJyBbIBeieHUA B 1,3 1 Gosiee pasa U CHIDKeHVe YaCTOThI UHBEKITUH 110 CPABHEHUIO
co crargaptHeIMU dakTopamu VIII. B pekomeHmanvsix BcemupHoit peneparu remodrmm
TIOKa3aHUAMU K Ha3HAYeHUIO ITPerapaToB C IIPOJIOHTPOBAHHBIM IIEPHOIOM IIOTYBhIBEIEHS
ABJIAIOTCA: Hed(PeKTUBHOCTh MPOPIIAKTUKY IIpeliapaTaMy CO CTaHAAPTHLIM IIepUOJIOM
TIOJTyBbIBEIEeHU: (COXpaHeHVe CIIOHTAaHHBIX KPOBOTeYeHU! >1) 1 BbIABIeHNE ITOPAKEHUA
CyCTaBOB Y MOJIOIBIX ITaIIeHTOB. He0OXOAMMO OTMETHTE, YTO OLIeHKAa YPOBHA IIperapara
C IPOJIOHTMPOBAHHBIM IIEPHOZIOM ITOTYBhIBEZeHUsI Ha OCHOBe Fc-oMeHa B KPOBU He TpeGyeT
IpUMeHeHVs HeCTaHAAPTHBIX MeTOJIOB U MOXKET IIPOBOAUTHCS KAaK OFHOCTAIUITHBIM, TaK
Y XPOMOTeHHBIM aHATM30M.

B NEPUOA BOJIE3HU
Y BbI3AOPOBJIEHUA

* BbiCOKOe coziepsKaHus Beska 1 Kanopuin B Manom
obbeme Ans HOPMaNbHOMo POCTa U PasBUTUA
| * MOMKeT ABNATHCA €AUHCTBEHHBIM UCTOYHUKOM
nuTaHua Ana geten ¢ 1 roga wav B Kadectse
[L0MNONHUTENBHOTO
© MOMKeT UCNob30BaThCA A/1 NEePOPanbHOro
WM 30HA0BOrO Npuema’

1. Shaw V, Lawson M. Clinical Paediatric Dietics, 2nd Edition. London: Blackwell Science; 2001. 2. Green CJ. J Clin Nutr 2001; 20; 23-39. 3. Koletzko B
et al. Jornal of prenatal medicine 2008 36: 5-14. 4. Chesney RW, et al J Adv Pediatr 1998; 45: 179-200. 5. Rock Cl, et al. J JADA 1996; 96:693-702.

HA OCHOBAHWU OBCYXXAEHUA YHACTHUKN COBETA 3KCIMNEPTOB 3AKITIOYUIIN:

1. BHezmpeHue IpemnapaToB ¢ IPOJIOHTMPOBAHHBIM ITEPUOJIOM ITOTyBbIBEIEHUA B POCCUHCKYIO
KIMHITYIECKYIO IIPAKTUKY Y HAIlIOHATbHbIEe KJIMHIYeCKe PeKOMeHAAIIVH T10 JIEYeHITIO
reMo(rUIMY 1IeTeCO06Pa3HO.
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