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3anpeT peKnaMol (MECer: MOYeMY POGUTEAN MPOTUB? « Sping bifids: pebéHoK BCE-Takn BYQET XoguTb! « AHTUOMOTUKM MPW HEOHATANbHOM
(EMCMCE; PE3YNbTATUBHLIMA NPOTOKOA-HABUIATOP * DETANbHAS XMPYPIUS: MAUMEHT ECTb, HO HOPUQUYECKM — OTCYTCTBYET * (KPUHUMHI Ha (MA:;
MPAaBO QBUIATLCS W gblWwaTb « HYTPUTUBHAS QEMEQUKANM3AUMS: BMECTO fIEYEHUS QOCTATONHO MPABUAbHO KOPMUTL?



[loporne konnerun! N,
lokazatens MAageHYeckon (MEPTHOCT, (TABWWIA OQHUM 13 KHOYEBLIX KPUTEPUER B OUEHKE
Ka4ye(rBa paboTbl (MCTEMbI 300ABOOXPAHEHNS, BO MHOIOM 3@BUMAT OT (MEXHbIX MoKasa-
Tenen — HEeOHATANbHOM M DAHHEN HEOHATANbHOM (MEPTHOCTV. TPYQ BEX MEQUUMHCKMX
PAbOTHMKOB, NPUNAIAIWMX (BOV YMANS QN5 OKA3aHWS MOMOW DEPEMEHHOM, POXEHMUE,
DOQUIBHMUE 1 EE HOBOPOXQEHHOMY B MEPMHATANBHBIA NEPUOQ, OPUEHTUPOBAH HA QOCT-
XEHME 0DWIE Uenun. 3T0 HE TOMbKO 3aBMIMMOCTL gEYr OT gOYra, HO Vi B3aVMHOE BAUSAHNME,

MonbITaBWMib UBMQETb KAPTUHY B UEAOM, Mbl Ybeguancb, YTO MAOTHOE MEXQuiuu-
NAVHAPHOE B3aMMOQEN(TBME HE MOXKET OblTb OfPAHUYEHO (TEHAMK POQUIbHOIO QOMa,
OHO QO/MXHO (TaTb OQHMM K3 OCHOBHbIX MPAaBU (IYXDObl OXPaHbl MATEPUH(TBA W QETCTBA.
370, pazyMeeTcs, TPeOYEeT OT Hal KONErManbHOCTA B MPUHATUAM (10XHBIX DEWEHUNA, U Ta-
Kas MpakTka UXe (KNagblBABT(H HA HAWMX Maax. Hanpumep, npu BoIABAEHUM B X0Qe
(KPUHVIHIG BPOXQEHHBIX MOPOKOB PA3BATAA U MA0Qa B (OCTAB MPEHATANbHOMO KOHMINY-
Ma HeobX0QUMO MPMBNEKATL BPAYEH PA3HLIX (NeUManbHOCTeR. Mpn 3TOM onepaTvBHble
BMEWATENBITBA HA MA0QE B(E YAWIE BLINOAHAOT QETKME XMOYQPIW, @ KOHCOMMQAUMO B(EX
MHEHWA 11 0DWIEHME ( NAUMEHTKON BEepeT Ha (eba ee nevauwlmii Bpay, akywep-(MHeKonor.

ApyriM NpMMEepOM YmewHOoro KOMNErNanoHoro DeWeHNs U10XXKHbIX 3agad MOXET (TaTb
MMMUHOMPOMUAAKTKA KOKMOWA: M3BE(THO, YTO BAKUMHAUMA XEHWMHLI ¢ 2/-/ no 300
HEQEN recrauyn 0DeNewrBaeT HAQEXHbLIA VMMUHWUTET €& peDEHKY B MEpBbie Mecaubl
XU3HM, Q0 HOPMUPOBAHNSA (ODCTBEHHOIO MOCTBAKUMHANBHOIO MMMUHMTETA. K (0XaneHuo,
B PO HM HAUMOHANLHLIA KaneHQapb, HU MHTOUKUMS K COOTBETCTBUOWIEMY MPEenapaty
He NpeqQy(MaTPUBAKT 00S3aTeNbHOM PEBAKUMHAUMM QN DEPEMEHHbIX, 1 3TV MPABOBbLIE
HEQOYETLI (1EQUET MOCTENEHHO NPEe0QOAeBaTh. MMEHHO MOHMMAHME TOr0, Kak OMaceH Ko-
KW QN HEeNPUBMTOr0 MAAQeHua, gaéT BpadaM (bl PasbAcHATb NauMeHTKaM 0TInymns
MEXQU OTEYE(TBEHHBIMM W 3apUDEXHBIMM NM0QX0gamMu, UENecoobpasHolTL M 3HAYMO(TL
3a01ar0BPEMEHHOM0 HOPMUPOBAHMA YMOPANBHOIO VMMUHUTETA U MaTepu, QobvBaTbH(H
HUXHbIX MOOGUAAKTUYE KX DE3UNbTATOB.

Takmum 000a30M, HEb3A NPOBOQUTL (MBIUTOBUKD YEQTY MEXQY (NEUManbHOCTAMN aky-
WEPA-MMHEKOA0rA, HEOHATOMO0rA W QOYIX BDAYEH MEQUATOMYEKOro MPOMUNS, DA3r0paxu-
BATb CCHAWM N «<BAWM (QEPbI OTBET(TBEHHOCTU. Y0E3BbIYAKHO BAXHO OWYWaTh coobule-
(TBO, UIblWaTb aprymMeHTbl gpYr gpyra 1 Bce NPobAeMbl peWwartb (OBME(THO, B EQUHOM
NePVHATANbHOM alnekTe. B(eM HAM UKPEHHE XENak B3auMOMOHMMAaHNs!

PykosoguTenb MOCKOB(KOrO NEPUHATANBHOMO UEHTPA r0p0QKOA
KnuHn4eon bonoHubl N0/ M. f1.A. Bopoxobosa,
KaHg. meq. Hayk (.B. MapTupocaH
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PegakunoHHbIN cOBET

MBaHoB AMuTpuin 0neroBnY

MPE3MQEHT XYPHAanNa, 3ac. Bpay PP, QokT. MEQ. HAUK, MPO®., (MAaBHbIA BHEWTATHLIA (MEUAANWCT HEOHAToNOr MH3gpasa P®,
pektop (MBITIMY, 3aB. KAGEQGPON HEOHATONOMM ¢ KYPCAMU HEBROAOMIN 1 aKYWeP(TBa-MHeKonommn ®M 1 A0 Toro Xe yYHu-
BEQATETA, NPE3NQEHT DDUIEDOCMACKON MHDOPMAUMOHHO-000a30BATENBHOM MHAUMATMBLI <[1EQUATOUS 11 HEOHATONOMS: PA3-

BUTVIE KAMHUYECKMX NPaKTUK> ((aHKT-MeTepbypr)

AnbbuukmMin Banepuin Kpbesny (MockBa)

AnekcaHgpoBnY Hpuit (TaHM(1aBoBKY ((aHKT-MeTepbypr)
baTblweBa TaTbsiHa TuModeeBHa (MockBa)

BawkmHa 0nbra AnekcaHgPoBHa (ATpaxaHb)

BenoycoBa Tamapa BnagummpoBHa (HoBowbnpk)
BokoBa TaTbsiHa AnekceeBHa (MockoBkas 0bnacTb)
BaraHoB Hukonait Hukonaesny (MockBa)

BuHorpagoBa MpuHa BanepbeBHa (MockoBckasi 06nacTb)
BbixpecTtok AHQPet Bnagumnposuy (BnagueocTok)
faHeTQMHOB TMMYP MaH(YpoBMY (YNbSHOBCK)

fopes Banepwuii BukToposuy (MockBa)

fyseBa BaneHTUHa MBaHOBHA ((aHKT-MeTepbypr)
fertspéBa EneHa AnekcaHgpPoBHa (Mockea)

fonmx EneHa BnaguMMpoBHa (EkaTepuHbypr)
XeneHuHa Mogmuna AnekcaHgpoBHa ((aHKT-MeTepbypr)
3aiiueBa 0nbra ButanobesHa (Mockea)

3axapoBa MpuHa HukonaesHa (MockBa)

3axapoBa HUHa BaHoBHa (MockBa)

3eMAsHKKas Hatenna BnagumMmupoBHa (PocToB-Ha-oHY)
KapnoBa AHHa flbBOBHA (Kanyra)

Kawupkas EneHa NropeBHa (AcTpaxaHb)

KOPCYHKU AHATONMI AnekcaHgpoBuy (Mockea)
flo63uH H0puii Bnagummposuy ((aHKT-MeTepbypr)
Ma3saHKoBa fltogMuna HukonaeeHa (MockBa)

Manbues (TaHWaB BukTopoBuY (KasaHb)

MantoTuHa ftogMuna BsivenaBoBHa (MockoBckast 0bnactb)
MeckuHa EneHa PyuiaHoBHa (MockBa)

MyxameTwuH Pyctam dapugoBuny (EkaTepnHbypr)
OBCSIHHMKOB AMUTPUIA KpbeBny (MockBa)

MeTpeHko HKpuit BaneHTUHOBMY ((aHKT-MeTepbypr)
MeTpoBa AHacTawms (epreeBHa (MockoBkast 06nacTb)
MeTpsNKMHa EneHa EGUMOBHA (MockBa)

MpoBaTopoBa Mapus AnekceeBHa (MockoB(kas 061acTb)
Mpogeyc AHgpeit NeTposuY (Mockea)

(MQopeHKo EBreHwit BaHOBMY (MockBa)

TapaH Hatanus HukonaeeHa (MockBa)

®égoposa flapunca Ap3yMaHoBHa ((aHKT-MeTepbypr)
Wabanos Hukonaii Naenosuy ((aHKT-MeTepbypr)
Wymnnos NéTp BaneHTUHoBKY (MockBa)

sikoenes Anekcelt Bnagummnposuy ((aHKT-MeTepbypr)
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COOEPXAHWE HOMEPA

(/10BO ABHOr0

PEAAKTOPA 0TeYeCTBEHHbIA OMbIT PEWEHNS (10XKHBIX 33QdY B MEQUATPNN 1 HEOHATOMOIMM.
HaM ecTb YEM ropguTbCs

HOBOCTK

PABOTA HAL,

OWWeKAMN Sping bifide — He NpuroBop: (0BPEMEHHBIE METOGbI MPOMUAAKTIKIA, KOPPEKUNM
1 KOHTPONS

Y(MeWwHbliA OMbIT BHEQPEHUS NOKAbHOrO NPOTOKOAA N0 (TAHQAPTM3AUMM
AHTUBMOTUKOTEPAMIN Y HOBOPOXKQEHHBIX

m UTaHWE KaK KNoYeBoW QAKTOP BbIXaXWBAHUS U 0BecneYeHns BbICOKOro
KAYeC(TBa XXW3HW QeTEN PAHHEro BO3PACTa ( Pa3NYHLIMU BPOXKQGEHHDIMM
MopPOKaMM 1 3aB0NEBAHNAMU NEPUHATANBHOIO Neproga. MHeHUs 3K(NepToB

37 CONTRA-VERSION

Mpobesbl B 3aKOHOQATENL(TBE, 3aTPYQHSAOWME (OBEPWEHCTBOBAHME (1YXDbI
deTanbHoM XmMpyprin B Poccm
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COAOEPKAHVE HOMEPA

HO

3anpeT PeKIaMbl 3aMEHUTENEl (PYQHOrD MOMOKa — BECMBbITEHHOE OrpaHNYeHNEe
Mpas 1 (80B0Q WM QENCTBUTENbHAS HEOHXO0QUMOCTb?

ANCKYCCMOHHBIN
KNY6

HepeweéHHble BOMPOCbl QUArHOCTUKY U EYEHMS (a(TPO330(areasnbHoi
PEDOKCHOM 60NE3HN Y HOBOPOXKQEHHBIX

TEXHOBYAYULIEE

[JWarHocTiKa n neYyeHne (MHAaMbHOM MblWeyHoN aTPOGUMM: HOBbLIA MOQX0Q

CASUISTICA

HeiipobnactoMa Y geTen — anropuT™ QUArHOCTUKMA U TAKTUKA BEQEHMS

MenéHoYHbIA QEPMATUT — OT TOYHOO QUArHO3a
K MPAaBUALHOMY NEYEHIO

SINTEPATYPA
N N(TOYHNKN




2KU3HDb IPOAOAKAETCS

0Tevye(TBEHHbLIM ONbIT PEWEHMA (10XHbIX 3dQay B NeguaTpuu
/I HEOHATONOIMK. HaM e(Tb YeM ropguTb(d

33401, Bpay P®, masHbI HEQHATONO!
MuH3gpaga P®, pextop (MOITIMY,
npesngeHT 0bWwepocminkon
NHHOPMAUMOHHO-00pA30BATENBHOW

MHWUMATKBDI «[legnatpus 1 HeQHAToNOMS:

QA3BUTUNE KAMHUYECKMX MOAKTUK,
QOKT. MEQ. HayK, Npod. AMUTEURA
OneroBuy BaHoB

0QHMM K3 (aMbIX QOSIrOXQAaHHLIX (0BbLITUA HAYanNa 3TON BE(HLI (Tano oT-
YETAMBOE (HMXEeHWe 3aboneBaeMocT U (MepTHOC(TM oT (OVID-19, yTo no-
3B0OAIMNO HAYATL MOCTEMNEHHbIA MPOULCC (MArYEHUS NPOTUBO3INNQGEMUYECKMX
OrPAHNYEHUI 1 BO3BPATA K €QONAHQEMUNHOM> XKM3HW. 15 0TEYE(TBEHHON
neguaTpum BaXXHo, 4YTobbl 3TOT BecueHHbIR onbIT M QOPOro HAM QaBWW-
e(51 YpoKM He Bbian 3abbiTol. B Havane 2022 roga (OTPYQHUKU KAUHUKM
(N6rmMy onybnukoBann KHUrY BOCNOMUHAHWIA ( fOBOPSAWMM HA3BAHUEM
«fleT KOBUQOM He BOoMetoT: 3annckn 13 KPAcHOW 30HbI MNeguaTpruyeckoro
yHuBepwTeTa»'. Konnekumsi 3cce N 04epKoB MO3BOASIET YNTATENHO Npoce-
QUTb, KaK BPAYM War 3a WaroM YsHaBanau Hosoe 0 SARS-(0V-2, pasBepTbl-
BANN (NEUManmnpPoBaHHbIE 0TQeeHUs, MOgQUUUMPOBANK (XeMY 0Kasa-
HMS MOMOWM, (TANKMBAMUCL C PA3NYHBIMK OUT0XKHEHNAMU M Nogbumpanm
(XeMbl UX eYeHUs.

Monarato, N0gobHASA «KHUra NAMATM» QOMXXHA BbITb (O(TABNEHA WU (O-
XPAHEHA B KAXQOM YYPEXXQEeHUM WU OTQEeNeHnKn, rge 0KasbiBasnu nomMouwlb
naypeHtam ¢ (OVID-1Q. fInYyHble UCTOPUN (OTPYQHUKOB, MAMATL O TEX KOA-
nerax, Koro 3abpana y Hac NaHgeMmus, GoTorpadun ¢ MOMEHTA BPYYEHUS
BPAYAM MeQanemn 1 NaMsaTHoLIX 3HAKOB, QOKNAQbl U HAYYHble Nybankaumm,
MOQroTOB/MIEHHbIE MO 3TOW TEME, U T.Q. XXU3Hb MPOQOMXKAET(S, U B HER
QO/MKHO ObITb MECTO He TOMbKO MOQBUIY, HO U NAMSATU 0 HEM.

KU ZIASl TIEZMATPOB M HEOHATOAOTOB: pellieHHe ecTb». | [oAHATbI U ZOBOABHO TOJ-

PO6HO PACKPBITHI BeChbMa MaciiTabHble TeMbl K obcyzaenuo. Hanpumep, auckyc-
CHIO 0 CKY/IHOCTH TIpaBOBO#l 6a3bl, perAaMeHTHPYIOIIEeH OKasaHHe MOMOILH MpH MOPOKAX
PA3BMTUS NM0QA U HOBOPOXKQEHHOIO, MbI MOZHSAM IBA MECSLIA TOMY Hasaz B paMKaX Ha-
yunoit nporpammbl VIII O6mmepoccuiickoro xoupepenn-mapagona «I lepunatarbuas
MeJAMIMHA: OT MPErpaBUJAPHON TOATOTOBKH K 3J0POBOMY MAaTEpUHCTBY M AETCTBY>.
Kanz. mea. nayx Huxonait Méaoposuy Lanos Bssia ua cebst TPy MOATOTOBUTD HOCT-
OCBeIlleHHe TPEX TeMATHYECKHX JAUCKYCCHE Aas xypHara (c. 37—45) u yxe xoopau-
HHUPYET aAbHeHIIHNe 3Tallbl COCTABAEHHS] KOHKPETHbIX IPEJAOKEHUH AAS aAbHeHIero
pacemotpenus B Munszgpase PD.

Ouenb LIEHHO, YTO KAMHHIIMCTBI FOTOBbI ZIEATEABHO Y4aCTBOBATh B paspaboTKe Py-
KOBOZSIIMX ZOKYMEHTOB, HO He MeHee 3HaYMMa obIecTBeHHas paboTa, HalpaBAeHHAs
B MOMOULb (aMUM BpaYaM. B marepuanre na c. 13—19 peun uzét o macrurabuoi mporpam-
Me (poHZa «Crmna 6uduza»: HECMOTPS HA MEPbI IIPOPUAAKTHKH ITYTEM POPTUPHUKALINH
IMIOM ¥ Ha3HAYeHHs! (DOAMEBOH KUCAOTBI, B Halllell CTPAaHE €XKEroJHO MOSIBASIIOTCS Ha
cBet okoAo 1,5 Thic. MAa/IEHIIEB C pacIIienAeHHeM TO3BOHOYHHKA. J\HIIb HECKOABKO AeT
TOMY Ha3aJ, OTEYECTBEHHbIE XUPYPTH HAYaAH BbIOAHSATb AHTEHATAAbHbIE BMENIATEAD-
CcTBa B cpoK 70 26 Hes recTaluy, O3BOASIONIHE BO MHOTOM CKOPPUTHPOBATb 3TOT IO~
pok passutusi. B MaTepuane npesctasaen aff0puT™M QeN(TBUA MPH BbIIBACHHH AedeKTa

TeMa HOMepa :KypHaAa, KOTOPbIH Bbl Zep:sHTe B pykax, — «HezeTckue rorosorom-
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¥ IpuBeZieHa 0OHAQEXMBAIOWAS (TATUCTUKA
HCXOZI0B: TIOCAE OTepalH 6epeMeHHOCTb
yZaéTca MPOAOHTHPOBATb B CPEAHEM J0
36,5 nea, cunapom Apuorbza—Kuapu
PETPEeCCHPYeT, BCE JeTH MOTYT XOJHTb
camu. DesycaroBHo, gopozoBas xupyp-
rMuecKas TaKTHKa (DOPMHPYET orpeze-
AGHHbIE PUCKH JASl MaTepH, HO OCHOBHAS
X YacTb CBfi3aHa C HaAMYMeM py6lLia Ha
MaTKe U OTHOCHTCS K YTIPDaBAAEMbIM (DaK-
TOpaMm.

Jenyrator ['ocyaapcraennoit gymer PM
18 smsapst 2022 rosa B nepsom urenun
€/IMHOTAACHO TIPMHSAM  3aKOHOTPOEKT
0 BHECeHHH TonpaBok B ctatbio 25 (Me-
zepaabroro 3akona Ne38-M3 «O pe-
kaame». CoraacHo HOBbIM (OPMyAH-
POBKaM, 3allAaHMPOBAHBI CYIIECTBEHHbIE
OrpPaHHYEHHs] BO3MO2KHOCTEH pPEKAaMbl
cMecell A HCKYCCTBEHHOTO BCKApPMAM-
BaHHSA ZeTeH, OPHEHTHPOBAHHON Ha IIH-
POKOTo MOTPebUTeAs . JTO TOAHOCTDIO
cootsercTByeT Mexaynapoarnomy ceozy
TIpaBUA 110 COBITY 3aMEHHTEAeH TPyIHO-
ro MOAOKAZ, OZHAKO TaKOe pellleHHe Bbl-
3BaA0 HEOJZHO3HAYHYIO PEAaKLHIO, B TOM
uucae cpeau Bpaued. Kauz. mea. mayx
Onbra Jlmurpuessa PYQHeBA u KaHZ.
mea. Hayk Buxtopus Anexcanzposna
MepueBa U3yYMAH BeCh CIEKTP MHEHHH T10
BOIPOCY TPO/BUKEHHS MPOAYKTOB AAS
BCKapMAHBAHHSI MAQZIEHLIEB M TOIMYTHO
BBIIBHAM HEMaAO (MEXHbLIX TeM, Tpeby-
IOIIHX OE€30TAAraTeEAbHOTO 00CYyKeHHs
(c. 46—-55). Cpean nux — KauecTBO
H MCTOYHHKH (DMHAHCHPOBAHHS KOHCYAb-
TaUMH 10 TPYAHOMY BCKapMAHBAHHIO,
STHYECKHE AacCIeKTbl IeAHaTPHYECKOTO
M CECTPHHCKOTO NaTpoHazka Ha aMbyAa-
TODHOM 3Tare, BbICOKas MOTPeGHOCTD
POZMABHHI B TICHXOAOTHYECKOH OMOIIH
u ap. [ [pumeuaTerbno, uro Marepu pac-
IeHMBAIOT OTPAHHYEHHEe TMPOABHIKEHHS
cMecell Kak OrpaHHYeHHE CBOGOADBI Bbl-
60pa MexAy eCTeCTBEHHbIM H HCKYC-
CTBEHHbIM BCKAPMAMBaHHEM, B TO BPeMsl
KaK SKCIIePTbI CYUTAIOT, YTO OLEHKA 10~
KasaHMH K JOKOPMY U HCIOAb3OBAHHIO
KOHKPETHOH CMecH — 3aja4a TeguaTpa.

CoBpeMeHHble  HYTPHIIMOAOTHYECKHE
JOCTHZKEHHs] TIO3BOASIOT PAacCMaTPHBATh
JMETOTepaIui0 He TOABKO B KOHTEKCTe
KOMIIAEKCHOTO AEYeHHs] MeTabOAMYeCKHX
H FaCTPOIHTEPOAOTHUECKUX 3a60AeBaHHH.
Mozso B3rAsHyTh ImHMpe: azeKBaTHOE
IIHTaHHE y2Ke Ha3bIBAIOT 3aA0TOM ycIlexa
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Kap/MOAOTHYECKUX BMEIIATEABCTB, HEH-~
pPOPEaGUAMTALIMOHHON —PaboThI, IOArO-
TOBKM K TPAHCIIAQHTALHH OPraHoB H T.J.
(c. 30—34). Yuectp Bce HroaHCHI 3By-
YaHHs CTOAb CAOKHOTO OGHOXHMHYECKO-
ro «OPKECTpa» C MONPABKOH HAa BO3PACT
U COCTOSIHHME TMALMEeHTa, [PABHABHO IIPH-
MEHHTb BBICOKO3((EKTUBHbIE U 3aMETHO
PasAMYAIOIIUECS] TI0 COCTABY CIIELUAAN3H -~
pPOBaHHbIE IPOAYKTHI MUTAHUsS 110L CHUAY
AuIlllb TipodeccuoHaraM. Broane zocra-
TOYHO, €CAH UMEHHO OHH GyayT O(BEQOM-
/IEHbI 0 HOBMHKAX pbIHKA (POPTUPUKATOPOB
¥ 3aMeHHTEAEH TPYLHOTO MOAOKA.
Me:xaynapoaubiii  kozexc kacaercst
TOABKO 3aMEHHTEAEH TPYAHOTO MOAOKA,
OYTbIAOK U IYCTBIIIEK, HO 3TH K€ pasyM-
Hble [IPaBHAA [IPO/BHAKEHHS B LIEAOM IIPH-
MEHHMBI U IASI OCTAAbHBIX AeKaPCTBEHHDBIX
CPEACTB, YaCTO Ha3HAYAEMbIX MALEHTaM
paHHero Bospacta. B mybaukauuu npod.
Onbru BuranbeBubr 3aiiueBoii u kaua.
mez. Hayk Esrennu Muxaiirosubr Toncro-
BO/, MOCBAIIEHHON AUPQPEPEHLIHAADHOH
JMAarHOCTHKE TEAEHOYHOTO /JepMaTHTa,
AHMIIb HA HEMOCBSILEHHDIA B3MASIZ MOXKET
Kas3aTbCsl, YTO 3aJaya IPOCTA: «MaKb
kpacHoe 6eabiM». [lpodeccuonar sma-
€T, HACKOABKO MHOTO(AKTOpPHA M0/HAs
auddepeHLMaAbHAs JMarHOCTHKA Jazke
TaKOr0  IAaTOTEHETHYECKH OYEeBHAHOTO
COCTOSIHUsSI C TPHOKOBBIM MOpaKeHHEM,
[ICOPHA30M, BHPYCHbIMH HH(PEKUHIMH,
9KCPOAMATUBHbIMH (OPMaMH aAANEPTH-
4eCKMX peakuud M T.1. B kamzaom wus
[IEPEYUCAECHHDIX CAYYaeB CXEMY A€YEHHs
Heo6X0MMO /IOIIOAHHTD CreLUPUIeCKUM
KOMIIOHEHTOM, IOCKOABKY CTaHZApTHBIX
BMeIIaTeAbCTB (THIHEHHYeCKHH pexHuM,
6apbepHO-peNapaHTHbIE CPEACTBA) 37eCh
6yZeT KaTeropuyecKu HeZOCTATOUHO.

Kak u 6b1A0 aHOHCHPOBaHO B MPOIIAOM
Homepe, B crarbe Ha c. 20—29 wmbi my-
6AMKyeM MOAPOGHBIA AATOPUTM  PALIHO-
HAaAbHOTO  HasHAYeHHs aHTHOHOTHKOB
HosopozaennbiM B ycaosusix OPUTH
IIPU T0ZI03PEHHH HA PAHHUH HMAU 1037~
HUM HEOHATaAbHbIA CEICHC, pa3paboTaH-
HbIH KOAAEKTHBOM F.KkaTepuHOyprckoro
KAHHHMYECKOrO IIepPHHATaAbBHOIO LEHTpPA.
Bazxno yuectp, uto aAs ycnemmo# azan-
TalUM{ 9TOrO ONbITAa B APYTHX PETHOHAX
HeOOXOZMMO OPraHU30BaTh CHUCTEMHBIN
MOHHTOPHHT CIIEKTPA MATOreHOB U UX pe-
SHCTEHTHOCTH K OCHOBHBIM IIPHMEHSIEMbIM
aHTUOMOTHKAM U PETYASIPHO MPOBOJUTH

PEBU3HIO IOKYMEHTa C Y4ETOM BHOBb BbI-
ABASIEMBIX JAHHDBIX.

Hugorpaguka na c. 24—25 cnra-
HHPOBaHA KaK TOTOBas «INMapraAKa» A
0e30WMH0YHON OUEHKM MOKA3AHUA K Ha-
3HAYEHHIO aHTHOAKTEPUAAbHOH Teparuu
nanpenty OPWTH uan x nepecmorpy
paHee HAa3HAYEHHOH CXeMbl MPHUMEHEHHs
AHTHOHOTHKOB.

Axcneptot HMUM  zetckoit  onxororum
u remarorornn HMMUMLI  onxonorun
um. H.H. Broxuna B cBoeii my6aukaruu
ua c. 71—77 B ouepeanoli pas mogHsAAM
OCTPYIO TeMy paHHEH JAMarHOCTHKH 3A0-
Ka4eCTBEHHBIX HOBOOGPA30BaHUH y HOBO-
poxaéunbix. Ha mpumepe nelipobaactom
MM yZanOCh HATASZAHO TPOZEMOHCTPH-
poOBaTh, 4YTO SAPKUE, HO Hecneunduyeckue
cumiToMbl (YHIOpHAst BOASHUCTAs Hapes,
KOAMKH, PBOTA H T.I1.) BBU/Y HEZLOCTATOY-
HOH OHKOHACTOPOKEHHOCTH HEOHATOAOTA,
a 3aTeM y4aCcTKOBOTO TeJHaTpa 3a4acTyio
TpaKTyloT oummboyHo. B kourexcre 06-
Cy:KZ]aeMOHl HO30AOTHH aBTOPbI MpPEZAa-
TaloT JOMOAHHTb CXeMY 06CAE/I0BAHHS HO-
BopoxaeHubix Y 3W opranos 6proumoit
[IOAOCTH, a TaKxKe 3a0CTPSIOT BHUMAaHHE
uuTaTeAeH HA TAKUX CIIELU(PHYHBIX SB-
AEHHSIX, KaK MaAbIHPYyeMoe 06pa3soBaHHE
B GPIOIIHOM OAOCTU M CHH/POM OTICOKAO-
HYC-MHOKAOHYC.

O sHauuMocTu paHHeH AMArHOCTHKH
TOBOPSIT TaK2Ke HCCAEZI0BATEAR U3 Aabopa-
TOPHH MOAEKYAPHOU TEHETHKH U I€HHOH
teparun HY axymepcrsa, ruunexono-
ruu u penpogykrororuu um. J1.0O. Orra.
WM yaaroco paspaborats HOByIO BbICO-
KO3((PEKTUBHYIO METOAUKY HEOHATAMbHO-
f0 (KPUHWH(A Ha CHMHAABHYIO MbILIEYHYIO
aTpouio: B HacTosiiiee BpeMs 3Ta Me-
ToauKa c ycriexoM npumenena B Caukr-
[lerepbypre u Bckope 6yaeT pacrpo-
cTpanena Ha Apyrue peruonbl. Jlaxe ecaun
Y KAMHHYECKH 370POBOTO PEOEHKA BbIIB-
AeHa perieccuBHas MyTanus B rene SMNT
B reTepO3HIOTHOM BapHaHTe, 3Ta HaX0ZKa
B IIEPCIIEKTHBE MOKET H3MEHHTb K Ay4-
memy He ogny cyapby. Bceeraa mpearo-
YTUTEABHO 3HATb 0 BO3MOXHbIX PUKAX —
MH(QOPMHUPOBAHHOCTD ZAET BO3MOMKHOCTD
POlyMaTh U TIPEAYTIPEJUTH HETATHBHbIE

CLIEHAPHH.
|
[ TpusiTHoro yTeHUs! NP

Bubnvorpadmio cm. Ha c. 84—817.



KaTacTpo(da OTMEHSeTC?

Spine bifilda — He NPUroBoP: (OBPEMEHHBIE METOQbLI NPOQUAAKTVIKM,

ABTOpPLI: Annca ApTyYposHAa KpacHosapkas, SIMM-
(NeunanucT KMHMKK «PXA-MeguupHa. HAXHW
Hosropog» (Ytal; (eprei Butanoesiy NErkui,
StatusPraesens (EkatepnHbypr)

o epeguHbl 1950-x rozos muorue

MAaZeHIbl (0 (MWHHOMO3r0BbIMU

(PbIXXAMMU morubarn O4eHb paHo U3-
3a rugpouedanun u uHdekumn. Ceroaus
CUTYallUsl MEHSIETCS — YacTO POJHUTEAH
TIPU HEAETAAbHbIX aHOMAaAMsIX, TAKUX KaK
crnyHa 6uduza, NPeANOYUTAIOT (0XPAHATL
DepeMeHHO(Tb, a H6Aaarozapst yAy4IIEHHIO
MEZMUMHCKOH MOMOILIM MOKA3aTeAHd Bbl-
»KMBAEMOCTH 3THX /IeT€H OYeHb BBICOKH:
85—00% uBYT U pacTyT C MpHEMAEMbIM
KauecTBOM zxu3uu ., Spina bifida — ot-
HOCHTEABHO YaCTOE HAPYIIEHHE Pa3BUTHS
HEPBHOM TPYOKH, [IPH 3TOM y pebEHKa HE
(TPAQAET HHTEAAEKT, HO MPHUCYTCTBYIOT
PA3HOTO POZA OCAOKHEHHsI, CBSI3AaHHbBIE
C PacCTPOUCTBOM CIIMHHOMO3TOBOH HHHEp-
BALMU [IPEMMYILECTBEHHO HUKHUX KOHEY-
HOCTeH, TasOBbIX OPraHoB’, THApOLEpa-
AMEH U CHPUHTOMHEAHEH, B GOABLIMHCTBE
CAyYaeB BbI3BaHHbBIX OIyIIEHHEM MUHJA-
AMH MO3:K€UYKa B 3aThLAOYHOE OTBEPCTHE
(cunapom Aproabaa—Kuapu).

B psaze caysaes zetu poxzgaroTcs
BHEWHE 3Q0POBbLIMU, a aHOMaAHIO 0GHapY-
PKHUBAIOT y2Ke ¥ B3POCABIX, B TOM YHCAE TIPH
06CAeZI0BaHUSIX [0 OBOZY GepeMEHHOCTH
HAH TIIPDH BOBHUKHOBEHHUH HeCl‘Iegl/ICpI/I‘Ie-
ckoi cumnromatuki. [ lpu BblpazkeHHbIX
TIOBPEKIEHHUSAX TI03BOHOYHOTO CTOAGA OT-
KAOHEHHsI [IPOSIBASIIOTCSI C TIEPBBIX IHEH, HO
TALMEHTDI [IPH HAZIAEKAILEM YXO0Z€e MOTYT

KOPPEKUMM ¥ KOHTPOANS

B PoCtMM KaxXkgblii rog pO>KQAET( 0KOAO 1,5 TbiC. geTei ¢ gUArHo3oM sping
bifida. He(MOTPS HA (YULECTBEHHDbIA NPOrPecc B YrpaBaeHUM 3TUM (OCTOS-
HWEM, MHO(ME BPAYM 1N POQUTENN QO (MX NOP HE 3HAKT O NepneKTUBax ne-
YeHUS N0QeRn ¢ QaHHbLIM 3ab0NeBAHNEM, M YAWLE BCEr0 XXEHWMHbI Nony4aT
PEKOMEeHQAauuu npepsaTtb HepeMeHHO(Tb, eUIM dHOMANUA 06HAPYXEHA Ha
PAHHEM (pOoKe. V3MEeHWTb (0(TOSIHME Qen B 3ToW (pepe MoMOoraeT Poctni-
(KA QOHQ <«<(NnHa budurga», ero neumanucTol Bonee H neT 3aHUMAOTCS
UNYYWEHNEM KA4e(TBA XXM3HU Qe ( QaHHbIM MOPOKOM PA3BUTUS. YKe
NnpogesiaHa 0rpoMHas paboTa, bnarogaps KOTopon 1M B PP (Tanu peasnsvHo-
(TbH0 AHTEHATAsSbHLIE BMEWATENb(TBA, U31e4YMBAOWME NAUNEHTA.

BECTH MOHOUEHHYK KM3Hb — 3aHMMaTh-
Cs1 CIIOPTOM, Y4YHTbCS U pabOTaTh, CO3JAThH
CeMbIO M UMeTb JeTeH, — HO JAd ITOrO
HY?KHbI ocobble ycaoBusa. B wacTHOCTH,
ZOAS AlOZieH, CIOCOBHBIX, HECMOTPS Ha
pacIlerAeHHe, XOAUTb CAMOCTOATEABHO, CO
BpeMeHeM cokpamaetcs — ¢ 1% B Bos-
pacre 9 aer Q0 27% K B rogam*.

bpewb B bpoHE

Spina bifida (ot AaT. — «pacIeNAEHHbIA
H03BOHOYHHK» ) — BPO2K/EHHBIA TIOPOK
PasBUTHS LIEHTPAAbHOH HEPBHOHM CHCTE-
vt (LIHC), csisannbiii ¢ nemoambiM
3aKPbITHEM HepBHOH TPyOkH K 28 amam
6epeMEHHOCTH, YTO M CTAHOBHUTCS MPHYH-
HOH popmupoBanus anomarui. [ [pu aTom
CIIMHHOMOBIOBOM KaHaA 0(TAéT(q He3aM-
KHYTbIM, & €ro coZep:KUMOe B 9TOM MeCTe
BBINIMPAET HAPYKy B BUJE TPbLKH, COZEP-
?Kallled CIIMHHOM MO3T, KOPEUIKH, 060A0Y~
KM U cocyzpbl. B Mupe Bctpeuaemoctb 3T0ro
HapyIIeHHs] OLIEHUBAIOT MIPUMEPHO B 3,5—
24,3 cayuas Ha 10 Thic. HOBOPOK AEHHBIX,
T.. eXKeroZHoO pozKAaeTcs okoAo 13( Toic.
MNaQeHUes ¢ stoit anomarueir’. Jeext
MOZKET 3aTpParuBaTh A60OE KOAMYECTBO
KOCTHBIX CETMEHTOB M UMETb PA3HYIO AO-
kaausaiuio: npumepo 85% ux pacrono-
2K€HO B NOSHUYHON 00AACTH, a OCTaAbHDIE

B BbIIIEAEKAIIMX OTAEAAX — HMEHHO OHH
accouMMpOBaHbl ¢ HauboAee TSKEABIMHU
PacCTPOUCTBAMH.

CymecTByeT HeCKOAbKO BapHaHTOB
STOM aHOMAaAWH, KOTOPbIE Pa3AHYAIOTCH
110 cTeneHu TszxecTH. | [pu (KPLITOM pacule-
nneHun (spina bifida occulta) ner sBHBIX
IIPU3HAKOB MaAb(OPMALMK U BbIOYXaHHs
KOZKHDbIX MIOKPOBOB. B aToM cAyuae mpo-
HCXOJUT H3MEHEHHE KAK MHHUMYM OZIHOTO
TI03BOHKA, HO IPbI:KEBOH MEIIIOK, COZepKa-
MK YYaCTKH CIIMHHOTO MO3Ta M OTXOJS-
X HepBoB, He 06pasyeTcs. I lpu poxae-
HMM MHOTZia 3aMeTHbI NATHO WN BMaguHa
B 06AaCTH aHOMAaAMH, OZHAKO Yallle BCEro
3Ta CTENEHb HE COMPOBOKAAETCS HEBPOAO-
THYECKOH CHMIITOMATHKOH.

Ecau nHapymenne passusaercsa 1o
CPaBHHUTEABHO YacTOMY BapHaHTy yMe-
PEHHOH TsKecTH — MeHuHrouene (menin-
gocele), — Torza KaHaA oCTaéTcst OT-
KPbITbIM, & MSATKHE MO3TOBble 0GOAOYKH
06pasyloT rpbikeBOe BbIIAYMBAHHE 32
IIpezeAbl KOCTHBIX CTPYKTYp, NPH ITOM
HepBHasg TKaHb OCTA€TCS HHTAKTHOH.
Y 6orbmmHCTBa ZeTel B ZaHHOM cAydae
COXpaHHa HOPMaAbHas (PYHKLHS KOHEYHO-
CTeH, HO MOZKET ObITh YaCTHYHO HapyIleHa
paboTa MOYEBOTO Iy3bIPS HAM KHILEYHH-
Ka, HarpuMep B Buze napesos. I Ipu aroit
AHOMAaAUM CIIMHHOMO3TOBOH TsizK GbIBaeT
nezopassur. | lanpentam ¢ Takoi dopmoit
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{PaboTa Hag owmnbkamu}

HEOOX0ZIMMO ONEPATHBHOE AEYEHHE IS
UCTPAHEHWS (PBIKEBOO MEWKA ¥ HpOdH-
AAKTHKH BOBAEYEHHS B MPOLIECC CIIMHHOTO
Mo3ra.

Muenomenunrouene (myelomenin-
gocele) — namboaee TsKEAast M camas
pacrpocTpaHéHHast opMa spina bifida:
CIIMHAABHBIH KaHAA He 3aKPbIT, TaK KaK
HUMEIOTCST IePeKT KOKHU U «OKHO» B 000-
AOYKAX CIIMHHOTO MO3Ta, O3TOMY CIIMHHOHU
MO3T C KOpeIIKaMU TIpeJAekuT B paHy’,
a CIIMHHOMO3TOBas KMAKOCTb BBITEKAET
Hapyxy. VMenno nostomy Takue rpbiiu
HE06X0/IMMO OIEPUPOBATD B MEPBbIE (YTKN
XU3HW — 3TO 0becrednBaeT repMeTH3a-
umto LIHC u nossoaser npesorspatutn
HH(EKIIHOHHbIE OCAOKHEHHSI.

[Tpu At06b1x popmax BosMoOzKeH Ba-
PUAHT, KOIZa CIIMHHON MO3T NPUKPEennéH
K KOCTHO/ OCHOBE Ha BCEM MPOTSKEHUH
(B HOpMe OH OKaHUMBaeTCs Ha YpPOBHE
MepBbIX MOSACHNYHLIX MO3BOHKOB, a OCTaB-
L1IasICs1 9aCTh HEPBHBIX BOAOKOH CBOGOAHO
pacrioaozxena BHyTpH Kanaaa ). Dukcanus
4peBaTa HATs:KEHHEM CIIMHHOTO MOS3ra
¥ CHab2KAIOLIUX €ro COCYZ0B, YTO MOKET
TPOSIBASTBCSL CAABOCTBIO B HOTAX U Hapy-
LIeHHeM (DYHKLHMH Ta30BbIX OPraHoB.

Emé oaun Bug anomarun — nunome-
HUHIOUENE — XapaKTepUsyeTcs: HANYNEM
KUPOBOH TKAHU Ha [IOBEPXHOCTH CIIMHHO-
I'0 MO3ra C NOCAEAYIOLIUM €TI0 CAABAEHHEM
¥ HATSIZKEHHEM, UTO TaKzKe COIPOBOK/AET-
Cs1 BbILIENEPEIUCAEHHOH CUMIITOMATHKOH.
[ Iposorxennnpiil poct AunomMb! u yxyare-
HHE HEBPOAOTHYECKOIO CTATyCa JOAXKHBI
CTaTb MOKA3aHHEM /A OMEPATUBHOMO fle-
YeHus.

Muorue MalKeHTbl CO CIKHA 6upusa
BbIHY?K/IEHbI [IePeBUIaTbCsl HA HHBAAH -
HOH KOMAJICKE, y HEKOTOPBIX HMEET MECTO
He/Jlep:KaHUE Kara ¥ MOUH, y APYTHX pas-
BHBaeTcs (MQPOUedanis, Tpebyrowas ycra-
HOBKH IIIyHTa U [IOCTOSIHHOTO KOHTPOAS €10
addextusroctu’. [lourn Tpetb cmepreit
y Al0ZeH ¢ MHEAOMEHHHIOLEAE acCOLH-
MPOBaHbI C OTAAAEHHBIMH YPO/0MMYEKUMA

14 / StatusPraesens

0UTOXKHEHNAMIZ, 2 HA KAYECTBO MKU3HH HAH -
6oAee BbIpa:KE€HHOE€ HEraTHUBHOE€ BAHUAHHE
OKasbIBaeT HefiporeHHbIi KnweyHnk’.

[eHbl, $oNatol..
4TO euwler

[ Ipoaorxaercs nouck npudun u Paxro-
POB, MPEAPACTIOAATAIOIINX K pacILeriAe-
HHIO [I03BOHOYHHKA, 0ZHAKO 06 9THOAOTHH
I0-PEAKHEMY M3BECTHO HEJZOCTATOYHO.
Onrumuswm, sosuukumit 30—40 aet nasaz
II0 MOBOJY BO3MOKHOTO IMPeOTBpAILe-
HUsl TAKHX aHOMaAWH npueémoM (ONEBO
KWCI0TbI, ompaBzaA cebst TOAbKO 0TYACTH.

B CIIIA pacnpocrpanéunocts atoro posa
HapyIIEHAH COKPATUAACh AMIIb Ha 19% 1o
UTOTaM 0653aTeAbHOTO Ha3HAYeHHMs TIpe-
napara, pU 9TOM eCTb PaGoTbl, KOTOPbIE
BOOO6IIle He MOKAa3bIBAIOT CHUKEHHs, He-
CMOTpS1 Ha HCTIOAb30BaHHe 7106aBok .

[ TosuTuBHbI# BKAAZ OAATOB B IIPEIOT-
Bpaitenue spina bifida ormeyaru B pas-
BUTBIX CTPaHAX HECKOAbKO ZECATKOB AeT
Ha3a/l, Koraa 6blna BbISIBAEHA POAb STOTO
SAEMeHTa B PasBHTHHM IA0/Ia M OH CTaA He-
3aMEHUMbIM KOMIIOHEHTOM B NPOTpaMMax
nogroToBkn K bepemenHocTS. TTogo6mbrit
(P QeKT ceHvyac HabAIOZAIOT B rocyaap-
CTBaxX C OTPAHMYEHHDbIMH PECYpPCaMH, TAE
oboraieHse MPOAYKTOB (POAMEBOH KHUC-
AOTOH Hayaroch AuIIb HegaBHO . OgHaKo
TpOBe/IEHHbIE T03JHEE MOMYASLMOHHbIE
MCCAEZOBAHHS TIOKa3bIBAIOT, YTO PACIIPO-
CTPaHEHHOCTb 3a60A€BaHHSA Ha (hOHE MPH-
éMa TperapaTa CHH2KAeTCs, HO HE V(Ye3deT,
T.e. JeQULUT SAeMeHTa — AMIIb OJMH U3
STHOAOTHHYECKUX (DAKTOPOB, XOTS M BeCbMa
3HaunMbIH. VIMenHo moatomy poccuiickuii
kannnyeckuit npotokon «I Iperpasuzapras
TOATOTOBKa» INPeANoAaraeT HasHaYeHHe
C HaYaAa MAaHUPOBAHHSA GEPEMEHHOCTH U /10
12 Hea recrauum :KeHIIMHAM U3 TPYIIIBI
nuskoro pucka — 400 mxr/cyr, ymepen-
noro — z0 1000 mkr / cyT, BbICOKOrO — 710
4000—5000 mxr/ cyT (poAneBoit KUCAOTDL.

Zlosy 5 Mr Z0AKHBI TOAYHATD Te, ¥ KOTO-
PbIX paHee POAMACS PEOEHOK C paciernae-
HHEM T03BOHOYHHMKA HAM €CAH KEHIUMHA
cama uMeeT 3Ty aHoMaiuio. Pexomenza-
MM O Ha3HA4YeHHH BUTaMHHA AeHCTBYIOT B
6OABIIMHCTBE CTPAH U IETAABHO TIPOIHCAHDI
B uactpykupax BO37112,

CxpomHbI# MOMYAALIMOHHBIA OTBET Ha
MPHEM QOAHEBOH KMCAOTBI CTAA HMITYAb-
COM JIASI TIPOZIOAZKEHHS TIOUCKA aAbTepHa-
THBHBIX STHOAOTHYECKMX (aKTopoB. B nx
YyHucAe EHETUYEe(KNE BAPUAUMN, CHHKAlO~
mue 3PPEKTHBHOCTb YCBOEHMST BUTaMHHA
(mmpoxo pacripocTpaHEHHbIE B MOMyASLIMHA
MIOAUMOP(U3MBI J-METHATETPAruzpoQo-
AaTpesyKTasbl), a TaK:Ke BO3MOKHOCTb
y4acTHs B MaToOreHe3e (POAATHE3aBHCHMBIX
nyreit. Yixe B 2012 roay 6biro sicHo, uTo
HH3KOe T0Tpe6AeHHe BEIecTBa C MUILel
aCCOMMPOBAHO MEHEE YEM ( TPETLIO BCexX
CAy4aeB Je(eKTOB HepBHOR TPYOKH'.

CymecTBoBaHnHe HaCA€ACTBEHHOTO
(paKTOpa MOATBEP:KAEHO HCCAEZOBAHUSMH,
BKAIOUas 6AusHeroBble. Ficau oaun poau-
TeAb cTpagaeT spina bifida, BeposiTHOCTD
TNOABACHHS PeGEHKA C ITHM 3a60AeBaHHEM
B ceMbe cocTaBAsieT 1—-1% cay4aeB, Korza
paciienienue y oboux, PUCK BO3pacTaeT
10 15%. I'apa ¢ oano#i anomarbHo# Ge-
PEMEHHOCTBIO B aHaMHE3€ MMEeT BepOsiT-
Hocthb penpausa 1:20, a ¢ apyma — 1:10,
IIPHYEM COOTHOLIEHHE HE YBeAMYHBAETCS
B laAbHeRmeM ™,

Ha ceroansmmmuii e nauboaee mep-
CTIEKTHBHbIH KaHAUZAT AAS [EHETUYECKOrO
(KOUHUHI@ — y2Ke YIIOMAHYTBIA MOAH-
MOP(HU3IM METHACHTETParuAPOPOAATPE-
ayktasel (MTHFR, C677T), oaunaxo,
XOTS1 OH HaH6OAEe U3YYeH C TOUKH 3PeHHsl
pacIlenAeH s TI03BOHOYHHKA, HCCAEZ0BA-
HUS HE 6bI]\H yBepeHHO BOCHPOHBBCZ[CHI)I
B IpyTITaX HACEAEHHS TI0 BCEMY MHPY. JTO
yKasbIBaeT Ha TO, YTO €r0 HeAb3s CYHTATh
HH TAABHBIM, HH OGIIHUM (DAKTOPOM JAs
pasubix 3THOCOB. [Jlpyrue MpeTeHQeH-
Tbl — TeH MOAAPHOCTH TMAQHAPHBIX KAe-

tok (PCP), neanepuniin PCP SCRIB,
NKX2-8, PTCHI, PON1, PARD?3,
GPC5, COMT, AMT u GLDC, ua ce-
FOJHANIHUK B criicke 48 anneneil, paccma-
TPHBaEMbIX B KauecTBe (paKTOPOB pHCKa'.

[Tomumo BbIABAEHHS CBSI3M C Aedu-
ILUTOM (DOAMEBOH KHCAOTDI, €CTb TIOMBITKH
TIOKMCKa aCCOLMALMH PHCKA PacIIeNAeHHs
[O3BOHOYHHKA H QPUINX KAMHHIECKHUX HAH
aHaMHeCTHYeCKMX (aKTOpoB. B wumcae
paccMaTpHMBaeMbIX B MEPBYIO O4epelb —
auaber n V36bITOYHAS MACCA Teaa y MaTepH,



a TaK:Ke BO3/EHUCTBHE IIPOTHBODIHAEITH-
YEeCKHX U JIPYTUX TePATOreHHbIX Mpenapa-
TOB BO BpeMsi GepeMEHHOCTH.

B wacTHOCTH, HCCcAezOBaHMS AeMOH-
CTPUPYIOT POCT BEPOATHOCTH spina bifida
y maoza B 1,0-3,5 pdsa npu oxxupeHun Ge-
pemennoi. Marepunckuii caxapHblii aua-
6er cam no cebe MpUsHAH HE3aBUCHMbIM
(axTopoM pucka ropokos passutust LIHC
y TLAOZA, U BEPOSITHOCTb MPOMIOPLIMOHAAD-
Ha YPOBHIO TAIOKO3bI B KPOBH 2KEHILHHBI
B | Tpumectpe.

BesycaoBHo, caezyeT cobAr0gaTh 0CTO-
POKHOCTD, MPUMEHsISI CPEACTBA, BAHSIO-
mye Ha METabOAM3M (O/ATOB, HampHUMep
tpumetorpum’'®. \euenue smurencuu emeé
210 3a4aTHsl ZOAKHO ObITh HAIIPaBAEHO Ha
MWH/MW3aUMI0 QO3bl K 3aMeHy IIPerapaToB
Ha CPeJCTBa ¢ HAMMEHbWIM TepaTOreHHbIM
ZIEFCTBHEM.

[Tomumo o6cTosTeABCTB, Mpearoro-
PKUTEADHO CHOCOOCTBYIOIIMX BOSHHUKHO-
BEHHIO CIMHA 6uduaa, caesyeT obpaitaTh
BHHMaHHE Ha Te, KOTOPbIE IOBBIMIAIOT
BEPOSITHOCTb PAHHEN (MBenn maazeHues,
POZMBLINXCA ¢ 3TOH aHoMaAueH. K Bbi-
SIBAEHHBIM (DAKTOPAM PHCKA MO JETCKOH
CMEPTHOCTH OTHOCAT MOAOZOH BO3PacT
MaTepH, KYPEHWE, AaTHHO- H apoame-
PUKAHCKYIO PACOBYIO MPHUHAJAE!KHOCTD,
HW3KMIA BE( MpH POKAEHUH, HAAMYHE CO-
IyTCTBYIOIIMX BPOK/EHHBIX Ae(PEKTOB
¥ BbIIIEPACIIOAOKEHHDIX MTOPazKeHUH T10-

3BOHO‘{HI/IK&17 .

[Towarosbiy
anropuT™

CoBepiienHo 04€BUAHO, YTO HH HUCKAIO-
YyeHHe (AaKTOPOB PHCKA, HU FeHETHYeCKOe
TeCTHPOBaHHeE HE (APAHTUPYIOT OTCYTCTBHUS
crnuHa 6uHUAa y peGEHKa, MOITOMY Tak
BazKHO aHTEHaTaAbHOe OGHapyzKeHHe I0-
poka. Bo-mepBbix, aas Tex cemeit, kto
IPEJTIOYTET HE IIPOAOHTHPOBATbH recTa-
LIMIO, HY:KHO MPUHATL PEWEHUE o mpepbl-
BaHUM B YCTAaHOBAEHHBIH 3aKOHOM CPOK.
Bropo#t BaubIil 1MOBOZ BHIABUTb pac-
IIeNAeHHe KaK MOXKHO paHbllle — BO3-
MO2KHOCTb CKOPPUTHPOBATb MOPOK XH-
PYPrUYECKHMH MeToZaMu BHUTPUYTPOOHO,
U 3TO Hy2KHO czieAaThb 20 26 Hea recTaru.
s goctynnbix cerogus cnoco6os aua-
THOCTHKH MPUMEHSIOT BU3yaAbHbIE METO-

aot — Y3U, MPT™® — u rectuposanue

Ha OL-(DeTOIPOTEHH BO 11 Tpl/lMeCTpew.

B nozaeasromem 60AbITHHCTBE CAY-
4aeB OTKPBITbIE Ae(QEKTbI IO3BOHOYHHKA
CBA3aHbI ¢ MaAbopmanuein ApHoAbga—
Kuapu®. Y3W 3agHeit yepenHoii smku
HapsAAy C MOMCKOM APYIHX KOCBEHHbIX
11epe6parbHbIX TIPH3HAKOB (BEHTPHKYAO-
MeraiMsi 1 (PPOHTAAbHbIH Ipe6eloK ) mo-
3BOASIET 3HAYUTEABHO IIOBBICUTb KaueCTBO
zuarsocTuky o [l Tpumectpe 6epemento-
CTH, TIDH 3TOM HH OZIMH M3 3THX MAPKEPOB
He gocturaet 100% tounoctu?®. Muoro
YCUAMH TPEANPUHAMAIOT ZAS YAYUIIEHUS]
BbISIBAEHHsI 3TOTO MOPOKA PA3BUTHS 70
12 nea? 2, Tak Kak aHOMaAMsI BbI3bIBAET
KayZaAbHOE CMEIEHHE CPEJHEr0 MO3ra
u usMenenue [V xeAyzouka, Ha paHHUX
CPOKax COHOTPa)MIECKH DTO Bblpazka-
€TCSl YBEAUYEHHEM COOTHOIIEHHUS MEKLY
TOALIMHOH CTBOAA U PACCTOSIHUEM MEZK/LY
HHM M 3aTbIAOYHOH KoCTbio. Emé ozun
NIPU3HAK — YMEHbILEHHUE [IePETHEAKCHA-
AsipHOTO NUEBO(0 Yrnd maoga®®. [pogon-
?KAIOTCA ITIONbITKH HAHTH GOAee TOYHbIE
MapKEPDI, HE CBA3AaHHbIE C U3MEPEHHUAMH
(onu 4acTo okasbIBaKOTCA CAABOBOCIIPO-
M3BOZMMBIMH )24,

JlnarsocTuka paciyenAeHusi Mo3Bo-
HOYHHKA — KAIOYEBOH MOMEHT JAsl Ce-
MeH, Korza IPOUCXOAUT 06MeH HH(Op-
MalHlen, CroCcoGHOH HAB(erga M3MEHUTb
OTHOILIEHHs] MEK/Y AIOAbMH HE3aBHCHMO
oT zaAbHeimux geficteuii. Kpaiine Baxs-
HO, 9TOODbI CBEJIEHHsI, KOTOPBIMH [EAATCS
C POAUTEASIMH BPA4HU IPH IPEHATAABHOM
KOHCYAbTHPOBAHHHU, ObIAM CBOEBPEMEH -
HbIMH, 00bEKTUBHBIMU M OCHOBaHHBIMH Ha
(paKTH4eCKHX JaHHBIX. DoAbIIoe 3Haue-
HHE UMeET ICHOCTDb B OTHOLIEHHH TUMA Qe-
(heKkTa, Tak Kak 3aKPbITbIe BUZbI HE TIPEJL -
CTaBASIIOT HEIOCPEACTBEHHOH yrpo3bl
ZIAst 340pOBbsT pe6GEHKa, a IIPU OTKPBITBIX
OTBET(TBEHHO(Tb 3a NPUHATbIE PEIIEHHS
CepbE3HO BO3PACTAET.

Crocob nepegaun coob1eHus o fua-
THO3€ UMEET Ba:KHOE 3HAUYEHHE — AIOJH
MOTYT MCIbITBIBaTb CHAbHbIE 3MOILIMH,
TaKHe KaK HeyBEPEHHOCTb, 3aMellaTeAb-
CTBO, rope, 6ecrokoicTBo 1 rHeB. B To xe
BPEMsI UM HEOHXOMMO YCBOUTb GOABLIOH
06bEM ZaHHBIX 0 QONYCTUMbIX BAPUAHTAX,

{PaboTa Hag owmnbkamu}

TNOHATb PUCKM u BO3MOXHO(TU. [lpeno-
CTaBAGHHbIE CBEJEHMS JOAXKHbI T0ZP06-
HO OIMCBIBATb 0:KHZAEMOe KAHHHYECKOe
TeyeHHe COCTOSIHMA Ha MPOTS2KEHHH BCeH
»KM3HH, M B HZ€aAe B Ipolecce ZOAXKHA
6bITb 3aJefCTBOBaHA KOMAaHJA CIIELH-
aAHCTOB, UMEIOWMX OMbIT OKa3aHHs Me-
JAMIMHCKOR TTOMOIIM AHIAM CO CIHHHA
6uduza. Ita HHPOPMALIHA JOAKHA ObITh
NHQUBMQUANM3MPOBAHA, €& CAeLYeT Ipeso-
CTaBUTb HEATPAAbHBIM U OJHOBPEMEHHO
(0OMYB(TBEHHbLIM Obpd30M, OTBE€YalIIUM
MOTPEOHOCTSIM, LIEHHOCTSIM H YOeK IeHUAM
KaxK /01 ceMbu>.

Heo6xoaumocts paHHero BbiaBAe-
HUA — TI0BOZ ZASl poAUTeAeH 3apaHee
3HaTb 06 ITOH aHOMAAMM H CBOEBPEMEHHO
npoxoguTb 00(NEQOBAHNS mpu bGepemeH-
noctu. [lpu Takom amarnose zo 12 meg
BKAIOYHTEABHO 2KEHIIMHA MOKET IIPepBaTh
6epeMeHHOCTD 110 CBOEMY KEAAHHI0, A0
Ha cpoke 23—20 HEQ BO3MOKHO BHYTPH-
YTPOO6HOE BMEIIATEAbCTBO, MUHUMH3HPY -
10lllee BEPOATHOCTb MOTOPHBIX, YPOAOTH-
YeCKHX H HEBPOAOTHYECKUX OCAOZKHEHHH
y pebeénka. Celivac 3T omepauuu BbI-
noansmor B HMHUWL AI'TI um. axaa.
B.M1. Kyaaxosa, B kauHMueckoM rocmu-
tare MD Group B Mockse u B yacTHOM
rocrutare «Namuno» B Kpachoropcke.
B Poccun ¢ 2016 roga Taxkue BMemarteb-
ctBa OENNIATHLI ZAS pogHTeAEH.

Jra obcresoBaHuA M MOATOTOBKH
K onepauud OyAylIMM MaMaM Heo6Xo-
auMo TipuexaTb Ha KoHcuauym B HILI
um. B.M. Kynaaxosa, a takixe npoiitu
akcneptaoe Y 3U nroga. Caeayrommuii
3Tal — MYHKLMA C MOCAEAYIOIIHUM (EHE-
TUYE(KUM TE(TUPOBAHNEM OKOAOIAOAHBIX
Boa, a Takxke MPT mroza ars gerarn-
HOTO HCCAE/JI0BaHMA KaK CaMoro edekTa,

* Manb@opmauus ApHonbga—Knapn — onyweHne MuH-
QanuH MO3Keyka B Dosbwoe 3aTbiloyHOe OTBEpCTUE
(0 (QABAEHMEM MPOQOMIOBATOM0 MO3fA U HAPYWEHMEM
UMPKYNSIUMM  IMKBOPA. 3ab0NeBaHME MPOSBASET( (M-
NTOMaMU MOPAXEHUS NPOQOAIOBATOMO MO3ra, MO3XKeuKd
(3aTbin0YHbIE BONM, HAPYWEHME (OTAHMUS, aTaKMs) pas-
HOM BLIPAXKEHHOC(TU, @ TAKXe PA3IBUTUEM rMQpouedanim

W (MpUHroMunenun,
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{PaboTa Hag owmnbkamu}

TaK U COMYTCTBYIOIIMX COCTOSIHHH. XH-
PYPTHUYECKYI0 KOPPEKLHIO MPOBOAAT Ha
cpoke zo 26 mez BkntounTensHo. [Tocae
BMEIIaTeAbCTBA 2KEHIIHHAM MPeJAararoT
MOCEAUTDBCSI PSIZIOM C LIEHTPOM, YTOObI 06€-
CIIEYHTb PETYASPHOCTb OCMOTPOB, a BIO-
CAEZCTBHH U pozopaspeinenue. KeapTupy
AAsl TIPOKMBAHUA (HAMAET U OMNAa4YMBAET
¢ponz «Crina 6upuaax.

Ecan anarnos cpopmyanposan mosz-
HO AM60 ecTb NPOTUBOMOKA3AHUS K TaKoi
onepanuy (MHOromA0zHas GepeMEHHOCTD,
BHYTPUYTPOOHasi MH(QEKIHs, caXapHbIi
ZuabeT, TaXUKap/AHA U T.J. ), Heo6X0AUMOe
BMEIIATEAbCTBO MO2KHO TIPOBECTH Cpasy
nocae pozos. B aTom cayuae omepaiio
npoxozast B HL] um. B.M. Kyaaxosa uau
Ha 6a3e KAMHHKHU aKylIepCTBa U THHEKOAO-
ruv um. B.D. Crerupéna B Teuenue nep-
BbIX 24 Y 2KH3HH, a TakzKe B 9-1 ropoackoi
6oabuue um. [.H. Criepancxoro.

Bcem nmaupentam co spina bifida ue-
obxoaumo PeryasipHo mpoxozutb VIPT
U DAEKTPOHEHPOMHUOrpauio, 06CAELO0-
BaTbCsl ¥ ypOAOTa, HEHPOXHPYpPra, OpPTO-
nesa, GU3HO- U 3proTepanesTa. B cpsasu
C 3THM TIOCAE OTlepallMK HauMHAETCsl BAX-
HbI/i 3TAN B Pa3BUTHH CEMbH, OPUEHTHPO-
BaHHbIN Ha [0/1ZlepKaHKIE KaueCTBa :KU3HH
nanuenta. Ocoboro BHUMaHHA TPe6YIOT
OTHOIEHHUsI MEKAY POAUTEAIMH, a/lallTa-
upst 6PaTbEB U CECTEP, POUTEABCKASI KOM-
[ETEHTHOCTb ¥ PaboTa MO0 MEHEJKMEHTY
crpecca. Ectb gokasareabctsa Toro, uro
TICMXOAOTHYECKOE COTIPOBOKEHHE CeMEH,
B KOTOPBIX POAMACS PEGEHOK CO spina
bifida, moxer ykpenuTb Dpak, a HekOTO-
pble CUOAMHTH MAIIMEHTOB COOBILANH, YTO
TaKOH OIBIT (POPMHPYET OCOBEHHO TIPOU-
Hble Y3bI® ¥ OAOKHTEABHO CKA3bIBACTCH
Ha KauyecTBe XKU3HH .

Bazxnbiit aciext — BOBAEYEHHO(Tb ma-
LMEHTOB CO CNUHA 6U(Ha B OOILECTBEH-
HyIO KU3HDb, HAKOIIAEHHE CYyG'BEKTHBHOIO
ONbITa CONPUYACTHOCTH OKPY2KAIOIIUM
COOBITHSIM, (POPMHUPYIOILEE MOTHBAIIHUIO,
HaCTONYUBOCTDb, COLMAAbHBIE CBSI3H U Ha-
BbikH. [ [0 cpaBHEHHIO ¢ MOAHOCTDBIO 3710-
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POBBIMH ZIETbMH TALIMEHTbI co spina bifida,
KaK TPaBUAO, YIaCTBYIOT B MEHbWEM KO-
INYE(TBE HIKOABHBIX, Pa3BAEKATEAbHBIX
¥ [POYHX MEPOIPHUSITHH, PUYEM CHUTYa-
umst Ycyrybnsetes ¢ sospactom. [pu arom
AKTHBHOCTb MMEET PEIlalollee 3Ha49eHHE,
MOCKOABKY OHa HdanpsAMyt (Kda3blBaeT(sa
Ha IOBEJEHYECKOM M 3MOLMOHAABHOM
6AAroMOAyYHH, OTHOIIEHHSX C AKOJAbMH,
a TaK:Ke Ha TICHXHYECKOM U (DUBHYECKOM
370poBbe”.

BosaeuénnocTs B colmanbHyto xHU3Hb
110 NPaBy NPHU3HAHA HAKGOAEE BazKHbIM pe-
3yABTATOM PEAOUAUTALMOHHBIX MEPOTIPHSI-
THH U OZHUM U3 OCHOBHBIX MPAB Yes0BeKa.
Hurepecno, uTo Ha cTenenb akKTUBHOCTH
B OCHOBHOM BAMSIIOT AMYHbBIE (DAKTOPBI
M OKPY:KAIolIas Cpesia, B TO BPEMsl KaK
B3aHMOCBsI3b MeK/y CTeNeHbIo (H3HIye-
CKUX HAPYLIEHHH U KHU3HEHHOH aKTHUB-
HocTbIo He Obina moaTepxzena. Baxmo,

94TOObI POAUTEAU, OTIEKYHBI ¥ CTIELUAAUCTBI
MIOMOTAIOIIKX [IPOPECCHH TTIOHAMANH TIPH -~
POZY ¥ 3aKOHOMEPHOCTH paboThI ¢ peGEH-
koM, uMeromuM spina bifida. K npumepy,
U3BECTHO, 4TO YPEIMEPHO 3aWNWEHHbIE
ZIeTH He 00AJaI0T ZOCTaTOYHON CaMOCTO-
SITEADHOCTDIO B TIPUHSITUU PEIIEHHH HAH
ONBITOM COLMAABHOTO B3aHMOJEHCTBHs
BHE IIKOAbI, 3dBUCAT OT B3POUIbIX, y HHUX
CHHMKEHO lleAeHallpaBACHHO€ W HWHHLHU-

upyloiee nosezenue’S,

HenpocTon Bbibop

B Erpone nocae npenatarbHoro BbisBAe-
Hus oTKpbITo spina bifida 70 90% cemeit
pellaioT npepBaTh HepeMeHHOCTb (B psze
CTpaH TaKasi BO3MOKHOCTDb He 3aBHCHT OT
recTalHOHHOTO BO3pacTa), 0ZHAKO 3TOT
TI0Ka3aTeAb CO BPeMEHEM JOAKEH CyIlle-
CTBEHHO CHHM3UTbCSI — TI0 Mepe PO(Td QO-
(TYMHO(TM aHTEHATAABHOR KOPPEeKIMHZ,
BmemrateancTBo, nposoaumoe mocae
POJIEHHs, CIIOCOBHO BaKPBITh Je(PeKT
KO2KH H 060A04eK CITMHHOTO MO3r'a, HO CAa-
60 BAHSIET Ha BOCCTAHOBACHHE BOBAEUCH-

HOH B IPbIzKY HEPBHOW TKAHH U CUMIITOMbI
ruapoueparuu. Ha atom Qone criunarb-
Hble PacCTPOHCTBA HM:kE YPOBHSA II0pa-
KeHHs OObIYHO OKA3bIBAIOTCA CTOMKUMH,
a rugpouedarus TpebyeT IyHTHPOBAHHS.
[ Ipu sTOM A0pOAOBAs KOpPEKLIKSA B LIEAOM
ZeMOHCTPUPYeT NYYWIE UCXOQbl: y YacTH
JeTed B OTZAA€HHOM KaTaMHese Boobule
HET OTKJAOHEHUA — OHH XOZAT CaMOCTO-
ATEADHO U MKUBYT OGbIYHOH :KMBHbIO 6e3
LTYHTOB M HapyMIeHUH (YHKLUMH Ta30BbIX
opraHoB. K coxanenmio, xots spina bifida
TpezcTaBAsieT co60U 0AuH U3 Hanbonee ya-
(TbIX BPOKAEHHBIX AEPEKTOB, KOAUIECTBO
aHTEHaTAaAbHbIX BMeIlaTeAbcTB (a 3HauHT,
H BbIGOPKA ZAS OLIEHKH JIOATOCPOUHbIX 3(-
(PEKTOB OMepalfH ) ZI0 CHX 0P OTHOUTESb-
Ho Hesenko™.

Y o6uanéxuparomux pesyibTaTOB
BHYTPUYTPOOHOH KOPPEKIMH ecTb MaTo-
reneTHueckoe ob6ocHoBanue. Vuerouenre
TIOCAE POZKZEHUS TIPEAICTABAAET COBOH pe-
3yAbTAT QBUX MOPAXEHN — aHOMaAbHOH
APXUTEKTYPbl HEPBHOH TKaHH B 0OAACTH
PACIIENAEHHOTO MO3BOHOYHHKA H IIPO-
TPECCUPYIOIIETO TIOBPE:K/EHUs He3allH-
INEHHON M YPe3BbIYaHHO XPYIKOH 0OHa-
»KEHHOH TKaHH CIIMHHOTO MO3Ta, 0COGEHHO
B Il ToumecTpe 6epemennoctu. [ locae nu-
TPaHATaAbHOTO BMEIIaTEAbCTBA GAArogaps
BbIPABHHBAHHIO JIaBAEHHUS B 2KeAyZOYKaX
MO3Ta U B CTMHHOMOBTOBOM KaHAAE MO3-
2KEYOK MOJHUMAeTCsi 06paTHO B TIOAOCTD
Yeperna, KyIIMPYIOTCS THAPOLEPAAHS H CH-
PHHTOMHEAHMS], a BTOPUYHOMO MOBPEKAEHHS
TKaHH CIIHHHOTO MO3Ta He TMPOHCXOZHT
Bosce. OTYETHI MOATBEP:KAAIOT, YTO KPAT-
KOCPOYHbIE PE3YAbTATbl AHTEHATAADHOTO
BMeLIaTeAbCTBa [OCTOBEPHO AYYILE HTO-
roB TOCTHATAAbHO BBITOAHEHHOH Omepa-
1IMM, TI03TOMY /I0PO/IOBasi KOPPEKIIHS 10~
CTEIeHHO CTaHOBHTCSI HOBbIM (TAHQAPTOM
AedeHus 2,

B To :xe Bpemsa npenaTarbHas omepa-
1M — 3TO HE (APAHTUSI TIOAHOTO BbI3ZO0-
POBAEHHS: 4aCTOTA yCTAHOBKHM BEHTPH-
KYAONEPHTOHEAABHOTO LIIYHTa B BbIGOPKE
atux geteit coctaBura 44% (nporus 84%
ZASL TIOCAEPOZIOBOH KOPPEKIMH fedek-
Ta), IPbIKU 3a/IHETO MO3ra B BO3PACTE
12 mec — 64% (1o cpaprenmo ¢ 96%)
M CaMOCTOATEAbHOH X0Zb6bl B BO3pacTe
30 mec — 45% (nporus 24%). Baxs-
HO OTMETHTDb, YTO IIOCAE I/IHTpaHaTa}\bHOﬁ
KOPPEKLMH PacTET 4acTOTa HapyHIeHHH,
CBSI3aHHBIX € HEQOHOWEHHOCTLIO U CIIOH-
TauHbiM paspbiBom o6orouex (44%).
Poapr mpoucxoaar B cpeauem Ha 34-i



negere (mporu 37 Hez B KOHTPOABHOM
rpymne)**®, 4to mozker 6bITH ZOMOAHH-
TeAbHbIM (DAKTOPOM PUCKA AAST HEHPOKOT-
HUTHBHOTO pasBuTHsC. Fmé ogmo, moka
MaAOU3YYEHHOE CAEACTBHE BHYTPHYTPOO-
HOTO BMEIIATEAbCTBA — II0CAEPOZOBbIE
KUCTbl BKAOYEHUS B crimaHOM Mosre’’. Tem
He MeHee TEeXHOAOTHH COBEPIIEHCTBYIOTCS,
YTO MOAOZKHTEABHO CKa3bIBAETCS U Ha pe-
3yAbTaTax: y ereH, onepuposannbix B HL[
um. B.M. Kyaaxosa, o6parnoe passutue
cunzpoma Apnoabgaa—Kuapu npousomino
y Bcex 60ABHbBIX, IIYHTHPOBAHUE TOTPe6o-
BaAOCh TOAbKO )% mMalueHToB, TasoBble
paccTpoiicTBa 6bIAH BbisiBAeHB! Y 36%,
CaMOCTOSITEABHO TIEpeBHIaloTCst B(E QETH,
a poZIopaspelieHHe YAaA0Ch OTCPOUUTD /10
recTalOHHOTo Bo3pacTa 30,5 Heq. dtu
yCIeXu YpesBblMaiHO 06HAAEKHBAIOT.

B o e Bpems yayumenue ucxonos
BHYTPUYTPOOHOH OIlepalin AAsi peGeHKa
COTIPOBOZKAAOCH 60A€€e BbICOKOH MATePUH-
(KOW 3aD0NEBAEMO(THIO, a TaK2Ke POCTOM PH-
CKOB aKyIepCKHX OCAOKHEHHH MPH TIOCAe-
ayrouux 6epemennoctsx. B uucae prckos
ZLASL 2KEHIIMH (DUTYPHPOBAA OTCAOHKA TTAA-
uenthl (6%) M MocAeonepalOHHbIA OTEK
Aérkux (5% ). Ouenxa py611a Ha MaTKe MpH
poOZax IMoKasaAa YaCTHYHOE PACXOs/IeHHe
y 9% u noanoe — y 2%, Taxxxe coobma-
A0Ch 06 YBEAMEHHH YaCTOTbI [TepeAMBAHHS
kposu (9%). Oaun us cucremaTHiecKux
0630pOB TOKa3aA, YTO TOCAE OIepaluy
nroay y 48% narumentox mocaeayromas
6epeMeHHOCTb 6biAa OCAOMKHEHa TIpexsze-
BpemennbiMu pogamu B 20% u paspbisom
matku — B 11% nabarozenni’>>. Bos-
MOZKHbIM pEIlleHHEeM, COXPAHSIOLIMM TIpe-
MMYILECTBA BHYTPHYTPOGHOH KOPPEKIIHH
M CHHKAIOIIMM PHUCK MaTepPHHCKHX OC-
AOKHEHHI, MOKET CTaTb MUHU-(UCTEPOTO-
Mus (paspes 4 cM BMeCTO TpaJHIIMOHHOTO
6—8 cm)* uau etockomyeckui mogxo,
KOTZla Ofepallio TIPOBOAAT TPH MOMOIIH
OMTOBOMOKOHHOM TEXHMKH™!,

Ponb QOHQa:
(MABHOE

Hert comuenuii B Tom, uTo poautersm, deit
PEBEHOK POJUACS C BPOK/IEHHON AHOMAAU -
el [I03BOHOYHHKA, CAO2KHO 0GECTIEYUTD eMy
He06X0JUMOE AedeHHE U BBICOKOE Ka4yeCTBO
aumsuu. C 2016 roga poccuiickuit bnaro-
TBOPUTENbLHDIA (OHQ «Cruma 6uduga»
TIOMOTA€eT CEMbSM, (POPMUPYST KOMILAEKC-

HYIO TIOAZEp:KKY AfoAsM 10600 BO3pacTa
C BPO:KJEHHON CIIMHHOMO3IOBOU I'PbLKEH.
B peecrpe aToii opranusanuu ceiiuac 0K010
THI(4M NOZOTIEYHBIX, ¥ KK bl JIeHb TIPH -
XOZUT KAK MUHMMUM 0QHA 3asiBKa OT HOBOH
cembu. EcTh ¥ maupentsl, AummBmmecs
TIOTIeYeHHs POJUTEeAeH, — HX CerojHs
130 gerosex, u PoHA OKasbIBAET UM MOZ-
Zep2KY B paMKax CIEHAAbHOTO MPOEKTa
TIOMOIIM QETSM-(MPOTAM.

Ocnosateab qpouga — HMuna Murom-
KHMHa — CaMa CTOAKHYAACb C 3TOH pobae-
MOH, YTO ¥ CTaAO OTIIPABHOH TOYKOH JLAS
Hauaaa paborbl. i momoraam zpyrue po-
ZUTEAH TaKHX «OCOOGEHHBIX» JeTe, XKyp-
HaAHMCTBI, 06IIeCTBEHHbIE AesiTeAd — Ba-
repuit [ lanromkun, Mura Aremxosckuit
u Exarepuna Capabpena. Bee nporpammr
3TOH OpraHW3alUH OPHUEHTHPOBAHbI Ha
yAyuIIeHHe Ka4e(TBa XW3HW zeTel co criu-
Ha 6U(HAA, H CYIIECTBYET y2Ke HECKOADKO
TIOCTOAHHO ZeHCTBYIOIIHX HarpaBAeHHH
ZIeSITEADHOCTH.

[ Tomompb HepeMeHHbIM ¢ BbISIBACHHOH

y maoza spina bifida.

Mopmupopanue sKcHepTHBIX TPy

U OpraHM3allisi MEPOIIPUSTHN IASL Me-

JULIHHCKOTO COOOILeCTBa.

06YYeHVe crieHaAuCTOB AAsT PaboThI

C AeTbMHU — MEJULUHCKUX PabOTHH-

KOB, (PU3HO~ H dProTepareBToB, CII0pP-~

THBHbBIX TPEHEPOB H Jp.

[Toanep:xka zeteit B cHPOTCKUX Yu-

pERAECHUSIX.

[ Tomomib zeTsM, KUBYIIIUM B CeMbsIX.

HMuna Mnromxkusa moauépkusaer, uto
HozZAep?KKa, OKasbiBaeMasi (DOHZOM, MO~
2KeT ObITb MEAMIMHCKOH, I0PHAUYECKOH,
[ICUXOAOTHYECKOH, HH(QOPMALUOHHOH,
azpecHolt u Awboi apyroit. [lpu arom
OZIHO M3 TAABHbIX HAllpaBAEHHH — IIPO-
rpamMma JAsl 2KeHILHH, Y3HABIIHX BO BPEMS
DepPEeMEHHO(TU 0 TOM, 4TO y peGEHKA UMeeT
MeCTO paclefAeHHe MO3BOHOYHHKA. | a-
KHM CEeMbsIM [IOMOTAIOT KaK B IIPOBEJIEHUH
BHYTPUYTPOBHOM onepaun, tak u B opra-
HH3ALHH XUPYPTHYECKOTO BMEIIATEAbCTBA
HOCAE POKJEHHUS.

{PaboTa Hag owmnbkamu}

AMnTpui HOPbEBMY 3MHEHKO, QOKT. MEQ.
HAUK, NMPOQ., 3aB. HEMPOXMPYPIMYEKIM
oTgeneHnem HAK neguatpum um. H0.€. Benb-
Tuiea PHUMY M. HI. Minporosa

Hauunanue Bo muorom omnmpaercs
Ha TI0J/ePKKy TNPO(ecCHOHaA0B, 0bAa-
JAOIIUX COOTBETCTBYIOIUMH 3HAHHAMU
u nasbikam. [ Ipod. Amurpuii FOpbesuu
3MHEHKO nosHakomuAcst ¢ Munoit Murom-
KMHOH eIl¢ Ha dTare CO3JaHHsA OpraHH3a-
iy, Cerozns, Kpome pelleHMs Herocpe -
CTBEHHO Meﬂ,I/IgI/IHCKP{X 3aJa4, OH HaXOAHUT
KOHKPETHbIE OTBETbI [0 BCEM KAIOYEBBIM
HanpaBAeHHAM. BmecTe ¢ HeBpPOAOroM
Errenueit Maparosroit bepguyeBKoi onu
e2KeIHEBHO MIPOBOJIAT OYHbIE KOHCYAbTa-
i B Mockse u oHAalin — aAs xuTeAei
APYTHX TOPOZIOB, & TAK:KE OXOTHO JEASTCS
C KOAAETaMHU H MaLIMEHTaMH 3aIlHCAMH Be-
6UHApOB U AeKLMH 1o Teme spina bifida.

«Bcro cBowo kapbepy s 3aHuMancs
J€TbMH C T0ZI06GHBIMH aHOMAaAHSAMH pas-
BUTHs1, HO 9TO 6bIAHM WTYYHbIE BMEWATESb-
(7Ba. Ceiiuac 6aarozaps poHAy B CTpaHe
TOSIBHAACh OPraHM3YIOIIAs CHAA, TO3TO-
My 3a IIOCAEZIHHE ) A€T 51 TIPOOTIEPHPOBAA
60AbIIE MALMEHTOB C TAKMM JHATHO30M,
gem 3a npeapizymue 30 aet. [lpu stom
paHbIIe 51 TOAATaA, YTO M3-3a BPOKAEH-
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{PaboTa Hag owmnbkamu}

HOTO XapaKTepa MOPOKA Mbl HE MOKEM HHYEr0 M3MEHHTb Kap-
AMHAABHO Jae XHPYPTMYECKHM IMyTéM», — pacCKasblBaeT
Jmurpuii FOpbesuu.

Kak oxaszanocp, (P PEKTUBHOCTD YAYUIIEHHS HCX0/10B HAIIPsI -
MYIO 3aBHCHT OT cpoka kKoppekimu. Bumecre ¢ koareramu us HLI
um. B.M. Kyaaxosa Jmurpuit 3unenko sauar npoBoguTsb BHY-
TPHYTPOOHbIE BMEIIATEAbCTBA 10 KoppeKumH spina bifida 3 roza
Hasaz, a k kouuy 2021 roza BbimoanuA yixe 15 TaKUX onepaui.
Bcero B Poccun 3a Bpems paboTbi oHAA LIEAOCTHOCTb O3BOHOY -
HHKa yzaroch BoccTanoBuTb y D0 maozoB.

C 2016 roza naraxsena MapwpyTM3aUNSI OKa3aHHA TOMOIIH
6epeMEHHbBIM: eCTb 'HHEKOAOTH, TOTOBbIe BECTH MALMEHTOK CO
spina bifida y naona; poazoma, rae ux xayT; BpadH, ClIoCOOHbIE
YCIIEITHO BbIMOAHHTb BHYTPHYTPOGHOE BMeIIaTeAbCTBO. JacTo
pebEHoK co spina bifida poxaaeTca B pernoue, rae Bpadu He
(TANKMBANN(b ¢ STOH aHOMAaAHEH M He 3HAIOT, KaK JeHCTBOBATD.
B aTux cayuasx BazkHO oprammsoBaTh KOH(YbTaUMIo B MOCKBE.
«Mp1 crapaemcst czeaaTb Tak, 4TO6bI Kak MOKHO 60AbIIE Gepe-
MEHHbIX y3HaAH, YTO B CTOAMLIE €CTb IKCIIEPThI, FOTOBbIE IOMOYb
6yaymum mamam. (Donz onmrauuBaeT mpoesz M MpozsHBaHHeE

KnnHunyeckoe HabnogeHue

MauuenTka B. B BozpacTe 41 ropa B ceHTsabpe 2021 poanna go-
HOLUEHHYIO IEBOYKY CO CnWHa Bucbuaa. Y napbl yxxe ecTb fsoe
300P0BbIX 0M3HEUOB B Bo3pacTe 6 sieT. U3 aHamHesa n3eecT-
HO, UTO BO BPEMS NEPBOrO CKPUHUHIA B 12 Hep HapyLueHUH pas-
BWTUA naoga BbIsSBAEHO He bbifo.

Mpwu 06cnenoBaHuK Ha cpoke GepemerHocTr 20 Hef B xofe
Y3WU y nnoga 66110 obHapyeHo paciuenieH1e No3BOHOUHWKA
(spina bifida). NMocne KoHCyNbTaLuK C 3aBeAYIOLUM OTAENEHH-
€M U MeAHULIMHCKUM Fr€HETUKOM >KEHLLMHE Aa/i HanpaB/ieHWe Ha
nepuHaTaibHbli KOHCUAWYM. [oNlyunB 3akntoueHHe, NnauueHTKa
npouynTana B MHTEPHETE MaTepuasbl 06 3TOM HapyLIEHWH, Ha
camnte QOHQA «<(nMHa BUDKNQa» Hawna MHDOpPMATUBHOE BUAE-
OUWHTEPBbIO C aKyLlepoM-ruHekonorom P.I. LLIMakoBbIM U Her-
poxupyprom [.}O. 3uHeHKO, NOCBALEHHOE BO3MOXKHOCTAM
aHTeHaTa/lbHOM KOPPEKLMU NMOpoKa, U OTNpaBuia 3anpoc Ha
KOHCY/bTauuio.

Yepes 2 aHA nocsie NOCTAaHOBKK AWArHo3a LUECTb Bpayen
rOpOACKOro NepuHaTasbHOro LeHTpa PEKOMEHA0BANIW NaLu-
eHTKe MPePbIBaHNEe OEPEMEHHOC(TY, MOTUBUPYS 3TO TEM, UTO
peb&HKy yrpoykaet Tsénas creneHb MHBanMAHOCTH. Ha Bo-
MPOC >KEHLWHbI O BO3MOXXHOCTH BHYTPUYTPOOHOH onepauuu
YYACTHUKM KOHCHIIMYMA COOBLLMN, UTO CTATUCTHUKA NOLOBHbBIX
BMeLUaTe/IbCTB HE3HAYMTE/IbHA, @ BEPOSATHOCTb YCMELUHOIO HUC-
xona TPYQHOMPEeQeKasyema.

B atot e peHb B. nonyuuna npurnawenue B HLL
um. B.WN. Kynakosa. BepemeHHOCTb 6bina >kenaHHoM, 1 byay-
Liue poauTenu pewnu UNnosnb3oBAaTb B(E BO3MOXHO(TH, yTO-
6bl COXPaHWUTb >KM3Hb U 30,0POBbe pebéHka. XKeHuwmHa npowna
Heobxoaumoe obcefoBaHHe MO MECTY XKUTENbCTBA U OTNPaBH-
nacb B Mocksy. Bpauu ueHTpa coobuimnm, Uto onepaums Bo3-
MOXHa, e(Tb WAHC Ha 6narononyuHbii ucxoad. Mora «CnuHa
6udpmaa» skatounn B. B nporpammy De(NAaTHOMO Takm «Mo-
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B Mockse, nuTanue, TakcH, To ecTb B(E PACX0Qbl, HEO6XOAH-
MBI€ ZIAsI TOTO, YTOOBI 2KEHILMHbI U3 PETHOHOB YyBCTBOBAAU Ce6s1
KOM(OPTHO U CIIOKOMHO FOTOBHAKMCH K OHEPALUU», — JEAUTCS
OCHOBaTeAb (pOHZA.

[Ipu aToM 0zHa M3 BaxHeHIMX 3a7a4 — MPHOAMBHUTD TO-
MOIIb K TeM, KTO NPOXMBAET Qaneko oT (eZeparbHBIX LIEHTPOB.
Haz o6pasosateabnoii yacTbio paboTaeT 60AblIas KOMaHA KC-
[IEPTOB — OHU B3aUMO/IEUCTBYIOT C PETHOHAABHBIMH BpayaMu
¥l TOTOBAT MaTepHaAbl AAs OHAANH-MHTUTYTA «Crna 6ugpuaax,
I10 KOTOPBIM YIAAEHHO CMOTYT 3aHUMAThCsI CIIELMAAUCTDI BO BCEH
Poccun. [Toxa naét noaroroska QeBsiTM KYp(OB, a B 6yLymem ux
YHUCAO IAQHHUPYIOT YBEAHUYUTD /0 JBA/ILIATH.

B 20 pernonax Poccun YxXe e(Tb obyueHHbIE CrelHaiy-
CTbI, OHH TIPHE3KAIOT HA ZIOM, OCMATPUBAIOT PeOEHKA CO Spina
bifida, usy4aior ycAoBus, B KOTOPbIX OH IPO2KUBAET, COCTABASIOT
JAsL HEro MPOrPaMMYy PasBUTUS Ha GAHKAHIIKH r0J, B 3aBUCHMO-
cTi oT BospacTa u notpebHoctell. [ [pu 3TOM oHU 06s13aTEABHO
OLIEHUBAIOT, Hy:KHA AH IICHXOAOTHYECKash MAH IOPUZAHYECKAs
[IOMOILIb, MO?KHO AHM aJIallTUPOBATh CPeAy NpebblBaHHs, Hy:KHA
AH KOACKA MAM OpPTe3bl, KaKue TPeOYIOTCS AONOAHUTEAbHbIE

MOLLb PSAOM», NPUYEM He ToNbKO B MocKBe, HO U B POAHOM
ropoge (CaHkt-lMeTtepbypre).

MposeaeHve npoLeaypbl ObIIO 3aniaHUPOBAHO Ha 23-H0
HEQento recTauni, fo 3TOro NaLUEHTKY rOCNUTAIM3UPOBASU HA
2 pHs B CankT-lMetepbypre ans MPT-ckaHMpoBaHUS U aMHHUO-
ueHTe3a. B HL um. B.N. KynakoBa oHa npvexana 3a cyTku no
HY>KHOM AaTbl — 3AeCb NPOBE/U HEOBXOANMbIE aHANNU3bI W Bbi-
MOJIHWIM BMELLATE/IbCTBO, Npodosikasleecs 001€e 3 Y: ero
aKyLepCcKyio YacTb B3snu Ha cebsa spaun HLL um. B.W. Kynako-
Ba, @ KOPPEKLMIO fedeKTa y NN0Aa BbINONHWAW HEWPOXHPYPIH
HWKWU nepuatpum um. 10.E. Benbtuiuesa.

Bmelwarenbcteo npowsio 6e3 ocnoxXHeHWH, nocneone-
pauuoHHOe BOCCTaHOBMEHWE 3aHso 2 Hed. Ha cpoke 6epe-
meHHocTh 30 Hep B. cHoBa BepHynacb B MockBy M >kuna He-
noganéky ot HL, um. B.W1. KynakoBa fo ecTecTBEHHbIX POLOB
B cpoke 36 Hep 3 gHs. K 3 Mec ku3Hu y pebeHka (0XPAHEHA
MOQBUXXHO(Tb W YYBCTBUTENbHOCTb HUXXHUX KOHEYHOCTEH, HET
nporpeccupoBaHus ruapouedanii U He MOQTBEPXKQAET(S
cuHapom ApHosbaa—Kuapu. Matb v MnageHel, NocTosiHHO Ha-
XOAATCA Nof, HabMoAeHUEM Bpayek Kak No MeCTy XWTeNbCTBa,
TaK 1 B hopMaTe GUCTAHLMOHHbBIX KOHCY/IbTaLMIA C MOCKOBCKM-
MU cneuranuctamu. Banxke K rogy fesouke NnpeacTouT NpomTH
MPT u KomnnekcHoe ypoavHamuueckoe obcnefoBaHWe ans
KOHTPO/S (OCTOSIH/S CTMHHOIO MO3ra U MOY€ENOJIOBOM CUCTEMDI.

Tak>ke nauueHTKa B. cBasanacb co cneuyuanucrtamu ro-
POLCKOro nepuHaTasbHOro LEeHTpa, rae el PeKoMeHLoBasM
npepbiBaHe GepeMeHHOCTU. Tenepb OHU TOXe HabogaloT
3a 3g0poBbeM aeBoukd. EcTb Hagexxaa, uto HarMsIQHbIN OnbIT
6narononyyHoro ucxopaa nocnocobcrsyet 0OHOBIEHNIO PEKO-
MEHQAUMN/ B NOAOBHBIX CUTYaLMUsIX: Y3HAB O AHUArHO3€, BaXKHO
TLWAaTENbHO M3YYUTb OCOBEHHOCTH KAMHWUYECKOM CUTyaLuM
u 6e3oTnaratenibHo 0bpaTUTbes B hoH «CnutHa budmaar.



0601eqoBaHNs u T.4. Taxum 06pasom, aKCIEPTbI HOAXOAAT K BO-
IIPOCY YAYHILEHHs Ka4eCTBa ?KHUSHHU MALMEHTa CUCTEMHO, a (POHZ
OKasbIBaeT HEOOXOAUMYI0 KOHCYAbTALIHOHHYIO, AOTHCTHYECKYIO
U (DMHAHCOBYIO IIOMOILIb.

[Tomumo camoit MeZMIMHCKOH TOMOIIM OTPOMHBIA TIAACT
pabotbl — HH(OPMHPOBaHHE 0biecTBa 06 5TOM 3a60AeBaHUH,
B TOM YHCAE O TOM, YTO CErOJHs €CTb CIIOCobbl NPEQOTBPATUTD
NHBAMIMQHO(Tb Y HOBOPOK/IEHHOTO C TaKuM guarHosoMm. | loxa
B Poccuu gomMunmpyeT Tpenz Ha npepbiBaHue 6epeMEHHOCTH TP
crivHa 6uuaa — H3-3a CTEPEOTHIIA, YTO PeBEHOK 06sI3aTEAD-
HO 6yzeT rAy6okuM uHBaAuAOM. VIMenHO mosTomy sazaua co-
TPYAHUKOB (DOHZA COCTOUT B M3MEHEHWUN OTHOWEHUS K CHTYaLHH.
B nacrosimee Bpems TpyaHOCTeH ¢ AMATHOCTHKOH HET: CIIELM-
AAMCTBI 3HAIOT O XapaKTepHbIX rposiBAenusix npu Y M. Karoue-
Bast IpobAreMa — HI3KAS 0(BEQOM/EHHO(Tb pOJMTEAEH U Bpader
0 TexX NPEUMYILECTBaX, KOTOPbIE HECET (PETAABHOE yCTpaHEHHE
FPbI2KH, — 3TH JE€TH HU3HAYaAbHO WUHTEMIEKTYANbHO (0XPdHHbI,
a BOBpEeMsI IIPOBEAEHHAsI XMPYPruvecKasi KOPPEKLHUsI CIIacaeT Ux
JBUTaTeAbHblE BOBMOKHOCTH, Ta30Bble (DYHKLMH U 3HAYUMO I10-
BbIlaeT KauecTo :xusHu. K cozxarenuio, 10 cux nop cembsm
HaCTOMYMBO IpeAAaraloT «306aBUTb(S oT mpobaembl, MOKa MO~
3BOASIIOT CPOKH».

Corpyanuru «Crnuna 6uduga» OTKPBITbI H AAS KOHCYAb-
TAaLUH, U JAsl OOLIEHUS] C KOANETAMU U POAUTEASIMH, H JASL BO-
Aonrépersa. OHu pacckasbiBaioT o NPEUMYWETBAX MPOBEZEHHS
BHYTPUYTPOOHDBIX OIEPALIHH At KOPPEKLIMH PACIIENIAEHHOTO [0~
3BoHO4HHKa 110 pasHbiM kanaram: B CMU, coumarbubix cetsix
M ApyruMH AocTynHbiMu criocobamu. Hanpumep, B 2019 roay
6blAa OpraHHU30BaHa MEXQUHAPOQHAS KOHQEPEHUNS AAst 03HA-
KOMAEHHA OTedeCTBEeHHbIX BpadeH ¢ TexHoAorueid. B 2022 roxy
(POHZOM 3aIAAHHPOBAH 3aIyCK JABYX HOBBIX IIPOEKTOB, OPUEH-
THPOBAHHbIX B TOM YHCAE Ha IIPUBAEYEHHE BHYMAHNS 0OWe(TBEH-
HO(TU k ipobaeme. I lepBbiii — aAa mozpocTKOB — 6yaeT pas-
BUBaTb (MOPTUBHbIE NHWUUNATUBLI U nOAAEPKHUBATD ITOATOTOBKY
AIOJIEH €O CTIMHA GU(HA K COPEBHOBAHUAM PA3HOTO, B TOM YHCAE
MHPOBOTO ypoBHsi. BTopoll HaleAeH Ha Tex, KTO yxe JAOCTHT
18-N1€THEro BO3PA(Td, STHM HOZJOMNEYHbIM CHELHAAHUCTbI O6yZyT
COZIEHCTBOBATb B PasHbIX Cepax — IOAYYEHHH MPO(PECCHH,
CO3/JaHHU CEMbH, BeZeHUH GePEMEHHOCTH U POJZOB, OKa3aHHUU
I0PUAMYECKOHN [IOMOILY B 2KU3HEHHBIX CUTYaLUsIX.

Hcxoapt Aeuenus geteii co spina bifida yaaércs yAyurmTb 6Aaro-
Zapsl CIELMANMCTaM, H3YYaloIUM AYYLIMA MUPOBOW OMbIT U ze-
AQIOIIHM €ro JOCTOSHMEM POCCHHCKOrO 37paBooXpaHeHus. B To
2Ke BpeMsl JOCTHKEHHsT MeJULIMHbI HE U(YEPrbIBAtOT B(EX d(MNEKTOB
HEOOXOZUMOH TIOMOIIH — HY2KHbl HH(OPMALMOHHAsl, METO/HU-
YecKast, (JUHAHCOBAsE U MOPAAbHAs TIOAJEPKKA, BOBACUEHHOCTD,
yyacTve B 4yzol cyabbe. |aKoil «TbiA» Bpadam H MallUeHTaM,
CTOAKHYBIIMMCSI C PaCIPOCTPAHEHHBIM BPOK/IEHHBIM MTOPOKOM,
00€eCIevynBalOT HTY3HACTbI OAAroTBOpUTEABHOrO (OHQA «(MUHA
budnga». ObpaTutbes 3a momolbio MozkHO 1o azpecy: Mocksa,
ya. b. Uepémymxunckas, a. 20, xopn. 4, mom. 11, xomn. 2; Tea.:

+7 (905) 718-40-86; caiir https: / /helpspinabifida.ru/. ;33

Bubnuorpaduio cm. Ha c. 84—87.

{PaboTa Hag owmnbkamu}
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IIOKa HEC T103HO

[VarHoCTUKa 1 NEYeHVE (MMHANBHOM MbIWEYHOM aTpoduM: HOBbLIM N0QX0Q

ABTOPbLI: AHTOH Bsvecaposny Kucenés, kaHg. b1on. Hauk, 3ae. nabopartopren
MONEKYNAPHON (EHETVKMA W (EHHOM TEPANUU OTQENA FEHOMHOR MEQUUMHDI
HUW akywepcTsa, mHekonomn 1 penpogykronomn um. 4.0, 0TTa;

MapunaHHa ANeKaHgpoBHa MapeTuHa, M. HayYHbI (OTPYQHMK TOro xe HK;
AnHgpen (epreesny MOTOB, QOKT. BMO. HAYK, PUKOBOQUTENL OTQENA
EHOMHOM MEgUUMHLI TOro xe HAW ((aHkT-NeTepbypr)

Konmpantuur: (epreit Merkui

( N1 okTA6ps 2021 roga B HUW akywepcTBa, (MHEKOAOMU U PenPogukTonomu M. A.0. 0TTa (TapToBAN MUAOTHLIA
(KPUHVHI HOBOPOXKQEHHbIX g5 BbISIBAEHNS (NUHANbHOM MblweyHoi aTpodum ((MA). MeToguka (03gaHa B oTgene re-
HOMHO/ MegUUMHbI UHCTUTYTA, UMEHHO 30e(b BMEePBbIe B HAWEN (TPAHe HAYaTo 06(1eqoBAHNE UKAYUTENBHO ( NO-
MOUWbI0 POCCUACKUX TEXHONOIMIA. 19 aHANM3A QOCTATONHO B3ATb HEDOMbWOEe KOMMYECTBO KPOBU U3 NATKM pebEHKa
1 NOMECTUTL €€ Ha 0c0byo DUAbTP-KAPTY. Y>Ke 30 gekabps 2021 roga TeTUPOBAHNE OPraH30BAAN HA TEPPUTOPUM
Bcero (aHkT-NeTepbypra, 3a 3 Mec bbin 0buegoBaHbl 7200 MAageHueBs. 5osbHbIX (MA B MX YNUIE HE 0BHAPYXUAK,
HO BbISIBMAK 155 reTepo3nroTHLIX 0baagaTenen MyTaumumn. 3tTa aHAMHe(TUYeKasa MHPOPMAUNS, BHEC(EHHAS B UCTOPUIO
pasBuUTUS pebEéHKa, 04eHb BAXHA NPW NAAHMPOBAHUM NOUT1EQUIOWEr0 QeTOPOXXQEHNS B TOM XKe (eEMbe,

CBSI3aHHOE C MYTALMSMHU B «T€HE BbIzKU-

BaHMs MOTOPHBIX HeHpoHOB» (survival
motor neuron gene, SMN1)!, noz Boszeii-
CTBHEM KOTOPBIX MOTOHEHPOHbI HAYHHAIOT
PA3pYWaATLCS], MBIIIIIbI EPECTAIOT IOAYYATD
HepBHbIE UMITYAbChI H TOCTETIEHHO aTPO-
¢upyrorca. Boizeastor nato Tunos CMA,
Pa3AMYAEMbIX TI0 CTENEHH TSKECTH H CPO-
KaM BOSHUKHOBEHHs1 cHUMNTOMOB. Hawu6o-
Aee yacTbiii — 6oaesub Bepauura—Iogd-
mana, uan CMA [ Tuna: Takue namyents
He /Iep2KaT FOAOBY, He MOTYT CHAETb, y HHX
PasBUBAETCS MAPAAMY MBI HOT U TeAd,
BKAIOYasl /JIbIXaTeAbHbIE.

CumnToMbl 9TOr0 THIA MOSABASIOTCS
B IlepBOe TIOAYTOZME KH3HH, 0€3 TepariH
JeTH JO0XKHBAIOT TOABKO 10 Z-A€THEro
Bo3pacTa. Yze paspaboTaHbl H 0706pe-
HbI TPY Npenaparta aas aevenns CMA —
HyCHHEpCeH, OHaceMHoreH abernapBoBeK
¥l PUCAHUIIAQM, OHM CIIOCOOCTBYIOT CHHTESY
noasouenHoro beska SMN. ['lpu atom ae-
KapcTBa HE(MOCOBOHbI BOCCTaHABAMBATD yzke
paspylleHHble KAETKH, HMEHHO T109TOMY

(MA — HACAeZACTBEHHOe 3a60AeBaHUE,

HaYMHATb TEPAIHI0 CAeZyeT KAK MOXHO
PAHbWE, MOKa HeraTHBHbIE SBACHHSA elllé
He Pa3BHAHCD.

Ceroaua cymecTByoT HaQEXHble
MeTogbl ars auarmoctuku CMA ma
Tpe- U [OCTHATAABHBIX 3TAllaX Pa3BUTHs
opranusma. HeouaTaAbHbIR CKpUHHHT
II03BOASET BbISABAATDb T€HETHYECKHUE Hapy-
IIEHUs JI0 TIOSBACHHS CHMIITOMOB Y BCEX
obcAeZyeMbIX ZeTeil, pasBuTHE (0D(TBEH-
HOIl TEXHONMOIMMN CKPUHHHTrA HAXOZMTCS
Ha 3Tare MacIITabHPOBaHHUs YCIIENUIHOTO
onbita. MaccoBoe mpuMeHeHHe TecTHPO-
BaHMs TIOMO2KET TPeAyTPeJUTb HHBAAU -
ZM3aLHI0 M CHH3HTD JETCKYIO CMEPTHOCTD

or CMA.

SITINE 1 gpyrme

CMA nepegaércs mo ayTocoMHo-perec-
CHBHOMY THITy H TIO 4YacTOTe /eTa/bHbIX
N(XOQOB B CIHCKE HACAEZCTBEHHBIX HEpB-
HO-MBbIIIIEYHBbIX GOAE3HEN Y JIETeN CAEAy-
et cpasy 3a muoguctpodueit Jromenna.
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{TexHobyquuiee}

[ Yyactok [HK, oTBeT(TBeHHbI 3@ (MA, KpaiiHe He(Ta-
buneH. 3ameHobl 3T0r0 Nokyca B JHK 3mMbpuoHa Moryt
NPOM30MTK MNOCIe UMMAAHTAUMK. TIpuMepHOo B 2% (Y-
yaes (MA perncTpupyroT HOBbIE MYTAUUN. ]

Hapymenue obnapyxusaror B cpeanem
y ogHoro pe6énka us Kaxapx 6—10 Tbic.
noeopoxxaénnbix (0,01—0,016%). Cum-
nromt CMA moryT 3nauuteabHo Bapbu-
POBATb KakK 110 BPEMEHH TOSIBACHHS, TaK
u 110 BbipazkenHoctH. Jlast yao6cTBa Ba-
PUAHTBI TEYeHHUs pas/eAeHbl Ha IATh TH-
TI0B, OZIHAKO CYIIECTBYET ZOBOAbHO MHO(0
DOPM, MexKay KOTOPbIMU He BCErza ecTb
otuéTAuBbIe pasanuns’. Hanboaee onacua
ambpuonarbHas (tun 0) — npu et yacto
HabArAI0T (MDE/1b N10QA UAH 2Ke PEGEHOK
yMHpaeT BCKope mocAe poxsgenus. | lpu
60re3HH BeszHHra—Focp(pMaHa, Ha KO-
topyto npuxoautcs a0 50% Bcex cayqaen
CMA, ocHoBHast npuurHa cMepTH — MO~
pazkeHHe AéTKHX H3-3a Nape30B guadparmol
H IPYTHX bIXaTeAbHbIX MBILIILL,

Jrs CMA 11 tuna xapaxtepns! Tpe-
MOp U apeAeKcHA. |akue malMeHTbI
yalie BCEro He CTOAT U He XOJSAT, HO MOTYT
camu cuzerb. CHMIITOMaTHKa pasBHBaeT-
cs1 k 6—18 mec nmocae poxaenust, a uBYT
takue atogu go 25-40 net’. Tpu III gpop-
Me MepBble MPOSIBACHHUsT HAOAIOJAIOT TTOCAE
18 mec, 6oAbHBIE CITOCOGHBI XOAUTD C TIOZ-
zepzkoit. JIAUTeABHOCTD KH3HH COCTaB-
astet 210 75% OT cpeaHenomy ASIIMOHHOH.
Haumenee Tsxéraa popma — IV — He
BAVSIET HA MPOJAOAKUTEABHOCTD 2KH3HH,
cAab0 BbIpazKeHHasl CHMIITOMATHKA BO3HH-
kaeT nocae 20-AeTHero Bospacra, ogHAKO
TI03{HME THITbI BCTPEYAIOTCS 3aMETHO pezse
aetckux”,

OcHoBHO# «BUHOBHHK» TTaTOTeHETHYE -
ckux usmenennit npy CMA — wmyranum
B reHe SN, perucTpupyemble B MOMYASLIMH
¢ acroroit 1:40—1:50°. K 3azauam 6erxa
SMN, koaupyemMoro cooTBeTCTBYIOIINM
T'eHOM, OTHOCHTCS Y4ACTHE B TPAHCKPHITLIHH
manbix sizepabix PHK, neo6xoaumbix gns
akenpecnn reHoB. Taxzxe SMIN croco6-
cTByeT QBIXeHNI MPHK o akconam u o6e-
CTIeYMBaeT Nepesiady HepBHO-MbILIEYHOTO
CHTHaAa.

B uenoseyeckom renome y rena SMN1
€CTb BBICOKOTOMOAOTHYHbIH MMaparors —
ren SMNZ, xoropblii SIBAsIETCS TAAQBHBIM
moayasitopoM Tsaectn CMA u otanua-
ercst oT resa SMNI Ammb HecKOAbKHME
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MBMEeHEeHHsMH B TOCAeoBaTeAbHoCTH' . V3
HUX KPUTHYECKOH SBASETCS TOABKO 3aMeHa
B 7-M akzone reda SMNZ2, kotopas npu-
BOJIUT K HapyIITeHHIO TIPOLIECCA CO3PEBAHH
marpuunoil PHK zaunoro rena, moatomy
toabko 10% 3peanrx matpuunpix PHK
resa SMN2 ue aumennt 7-ro sxsona’.
B pesyabrare ren SMNZ npoussoaur ak-
tusHoro 6eaka SIVIN me 6oaee wem 10%
OT HOPMBI.

["AaBHOe oTAMuMe rena SMNZ2 — 3a-
MeHa UANTO3UHA HA TUMUH B 6-M HYKAEOTH/E
7-ro sx3ona resa SMN, nipu aToM usMens-
eTcs ipouecc cosaanus speroit PHK —
(naiimnra’®. B renome mozxer mpucyr-
CTBOBaTb KaK OJIMH, TaK M 00MbWEE YN0
resoB SMNZ2 (cBbune nsitn), mpudém yem
MEHbIIle YMCAO KOITHH, TeM TsKeAee Tpo-
TekaeT 3a60AeBanue. ¥ 5% 370p0BbIX A0~
aeit red SMNZ otcyTctByeT moAHOCTbIO.
OnpezeAuB KOAMECTBO KOTIHH TeHa, MO2K-
HO TIPOTHO3HPOBATb XAPAKTEP KAMHHIECKHX
TNIPOSIBAEHHH C OIPEAEAEHHOU ZOAEH BEPO-
ATHOCTH, TaK KaK 3aBHCHMOCTDb Me2/Ly UHC-
Aom korui rena SMN 2 u tsxectoio CMA
ue abconornas. ¥ gereit co CMA [ tuna
06bIYHO HAXOJAT OZHY-ZBE KOMHH TeHa
SMN_2, naumentor co CMA 11 tuna, xax
TIpaBUAO, UMEIOT TpH Kormuu resa SMN2,
a npu CMA Il tuna o6uapy:xuparor Tpu-
yeTbipe Koy rea SMN2°,

PesyabTaToM HapymeHus criaaiicuura
craHoBuTcs 1o, uTo 90% MPHK, cumraH-
ubix ¢ SMNZ2, ue umeror 7-ro sKk30Ha.
Monexyara 6erka, CHHTE3HPOBAHHOTO Ha
ocHoBe Takoi gedextHoit PHK, kopoue
HOPMAaAbHOH, MMEHHO T03TOMY OH HE (M0~
(00(TBYET BbIKHBAHHIO MOTOPHDBIX HEHPO-
Hos'’. [Tocreanne MearenHo pacTyT, ux
aKCOHDbI MEHDIIIETO pasMepa, PaspyIaloTcs
HePBHble OKOHYaHMs, B (MHAM(AX CKanAMBa-
I0TCSI HEHPO(PUAAMEHTDI, HapylIeHb! (op-
MHpOBaHHE H Tlepejada AeKTPHIECKOTO
TOTeHIHaAA.

Bcé nepeuncaennoe npusoaut K YtpaTe
JBUTaTeAbHbIX HEAPOHOB, @ MbIIILIbI, AH-
IIEHHbIe HHHepBAlLMH, aTpodupytotces' .
[ Tpu sTOM BCE GoAbIIIE ZAHHBIX O TOM, YTO
nomumMo Mbimeunbix crpyktyp npu CMA
MOTYT CTpazaTh QPUINE TKAHU K OpraHbl —

TIEPBHYHO T0PazKalOTCS COCY/bI, CEpALE,
TeYeHb, TIOZZKEAYZOUHAS KeAe3a, TOAOB-
Ho#t Mo3r u ap.'*P

Caeayer 3aMeTuTb, 4TO He B(e (heHOTU-
Mol u crenenb Tsixectn CIMA mozHO 06b-
sacautb Mytausmu SMNZ. Vivenno nos-
TOMY HCCAEZOBAaTEAH HILYT QPYriie hakTopbl,
CI0COBHbIE MOBAMATb Ha X07 GoAesHM'®,
I/IBBCCTHO, YTO IIOBbIIII€EHHAs1 aKTHBHOCTb
reHa-PeryAsITopa JMHAMHUKH aKTHHOBOTO
uutockeneta PLS3 uan cuikenye yposHs
akcripeccuu rena NCALD MsiryatoT teue-
HMe HeZyTa, TaK KaK OHH YAYYIIAIOT 3HZO-
1uTo3, Hapymenubii mpu CIMATS,

Beposto, BaxHyI0 poAb B HmaToreHe-
3e u onpezerennn Tszxectn CIVIA ume-
et MeTuanposanne [JHK. Bausuue storo
npouecca Ha PaboTy HEPBHOH CHCTEMbI
W pasBHTHE HeHpoJereHepaTHBHbIX 3a-
60AeBaHUHA Yae MPOAEMOHCTPHPOBAHO
ZASl HECKOABKHX QPUfMX HapyweHnii>2,
JArs CMA waruuve cBasu 66100 MOKa-
sano emé B 2009 rogy uccaezobanusvu
Xayre (Hauke J.) ¢ xoareramu — na
TeyeHUH GOAE3HH CKa3bIBAaeTCs YPOBEHb
meturupoBanusa CpG-aunykaeoTHz08
npomoTopHoi# obractu rena SMNZ2. Dtu
2Ke aBTOPbl MPEANOKHAM HCIIOAb30BATh
[0ZIaBAEHHE JAHHOU peaKIMu Kak (Mocob
feYeHnsi — Bo3zeHCTBHE MpernapaTaMy Ha
ubpobaactb ot nauuentos co CIMA Boc-
(TAHABAMBA/IO B TOW MAM HHOU Mepe KOAH-~
gectso PHK u 6eaxa SMN nopmaabroro
pasmepa’l,

Poccuiicko-1mBeackoe moAHOreHOMHOE
uccaezopanue B 2013 roay noarsepauao
pasAMYHe B METHAHPOBAHHH HEKOTOPBIX
obaactet s 4 (EHOB Mexszy 340pOBbIMU
AIOZIbMH H TEMH, Y KOTO BbIIBAEHA TS2KE-
Aag (I—=II) uru Aérkas popma (III-IV)
CMAZ. DBeaxu, koaupyemble 3THMH
Y4acTKaMH, BOBAEYEHbI B TIPOLIECCHI, CBSI-
sannble co CMA u onpeaeasiomue Xd-
pAKTep TEYEHUs aToro saboreBanms. B ux
yMcAe BAHsIHMe Ha (yHKiuu camoro SIVIN,
TPAHCIIOPT BELECTB 10 aKCOHaM, HeHpore-
He3 M HeKoTopble Apyrue. Doaee mosgnue
paboThI IPOZIEMOHCTPHUPOBAAN CXOKHE pe-
3yAbTaThI> 2,

Emé ozno nanpasaenne BoszeficTBus
Ha MOAEKYASIpHbIE H GHOXHMHYECKHe TIpO-
neccot passuta CMA — npumenenve
B KadyecTBe AeKapcTBa dHTU(MbIUI0BbLIX

* Mapanorm — (OMOAOrMYHbIE feHbl, MPUHAgnexawme
0QHOMY OpraHu3My. OHM BO3HUKAIOT B pe3ynbTaTe gynaum-
KauMW feHa M MOrYT PA30ATUC B MPOUECCE IBOMKOUMM Ha-
(TOMLKO, YTO HAYHYT BLIMOMHSATL PasHble QYHKUMM.



0NUrOHYKNE0TMQoB*. Mx zeficTue B Kave-
CTBe TepareBTUYECKHX CPEJCTB MPUBOJUT
K HopManmzaumn (rpykTypsl mpe-MPHK
rena SMNZ. (0BME(THOE HX HMCMOAB3OBa-
HHE C JPYTUMH MOZM(PUKATOPAMH TSKECTH
CMA, nanpumMep ¢ yrIOMSHYTBIMH paHee
axtusatopamu PLS3 uau genpeccopamu
NCALD, cnoco6uo ymenbinaTh Bbipa-
?KEHHOCTb KAMHMYECKON KapTHHBI y JeTel
¢ myrauusmu resa SMN12-7,

Ha4yaTb QO POXQEHNA

[Tepeyio auarnocruky CMA B Canxr-
[Terep6ypre nposean 8 HMU axymep-
CTBa, THHEKOAOTHH ¥ PEPOAYKTOAOTHH
um. Z1.O. Orra B 1998 roay, scero sa
23 roza mpouexypy aHaAM3a Ha MyTallHH
SMNT1 B uncruryte npouau nouru 550 ce-
melt, y 297 aereit nogospenust na CMA
6b1Au oaTBep:saenbl. K3 Beex npormeammx
o6caeaopane naupentos 219 6b1u B Bos-
pacre 710 1 rosa, a KOAMYECTBO BbIABAEHHBIX
obnagareneit (MA B aTOH KOropTe COCTABUAO
131. Taxoit BbIcOKHI mpoLIEHT O6HAPY:Ke-
HMs1 Ha [IEPBOM TO/LY 2KH3HH CBUETEAbCTBY-
€T 0 3HAYUTENIbHON YacToTe BCTPEYaeMOCTH
MAaZeHYeCKHX PopM GOAE3HH.

[Tockoabky a0 95% cayuaes CMA
BbI3BaHbI MyTalUsAMH B 7-M 3K30HE reHa
SMNI1, nepsbiit aTanm AMarHOCTHKH 60-
A€3HH — IIOUCK “fOMO3UMOTHbLIX QenE‘LLVIIZ»
B 3TOl AoKaumu. | lepBoHavarbHO ¢ 3TOM
1eAbIo HcroAbsoBaru Metoauxu [ 11]P,
crocobHble BBISBUTb TOAUMOP(HU3MBI
JAMH ()parMeHTOB Pas3feAEHHOU C HOMO-
b0 (PEPMEHTOB Ha KOPOTKHME OTPE3KH
uan oguonenodeunoit JJHK. Dtu ciocobmr
JlaBaAH BO3MOKHOCTD AHIIb KAYe(TBEHHbIM
obpasom oueHHTb cocToauue rena SMNI
6e3 TOYHOH OLIEHKH TeTepO3UIOTHOTO HO-
cuteAbcTBa MyTarn >,

Co BpemeHem coBepIIEHCTBOBAaHHE
METOZ0B TeHEeTHYECKHX HCCACZOBAHHH He
TOABKO MO3BOAMAO OOHAPY?KUBATb ZEAe-
1IMM, BCTABKM HAM 3aMEHbI HyKAEOTH/IOB, HO
¥ KO/IMYE(TBEHHO OMpesieAITh YHCAO KOMHit
rena SMNZ aas nanmeHTos ¢ nogTBep:-
aéunbiv guarsosom CMA. 1o nossoaser
MPOrHO3NPOBATL TS2KECTb TEYEHHs U OLie-
HUBaTb TPEATIOAATaeMYyIO 3(PPEKTHBHOCTD
TeparH NpenapaTaMH, BO3AeACTBYIOIIMH
na npoaykr rena SMN2*', K uucay cno-
c060B, TIPe0CTaBASIONINX T10106HbIE BO3-
MO2KHOCTH, OTHOCSIT KOAHYecTBeHHyto [UP
B peanbHom Bpemenn ([ TLIP-PB) u mynb-
TUNNEeKHY dMﬂﬂMCDMKdLLMfO NNMPOBAHHbIX

304908 (multiplex ligation-dependent probe
amplification, MLPA).

STH METOZBI YCHENHO BbINOAHAOT
CBOIO TAABHYIO 3az1a9y — pa3niate SMNT
u SMN_2, BbIcOKOrOMOAOTHYHBIE [eHbI-T1a~
PAAOTH: ISl STOTO HY2KHbI CIIOCO6BI, I0-
3BOAMAIOIIME HCKaTb Jazke 0QHOHUKAEOTUQ-
Hble 3aMeHbl. YUTob6bl TOBBICHTD TOYHOCTD
[TLIP-PB, ucnoabsyior Tak HasbiBaeMbie
sameakayTbie LNA-nykaeotnzan (locked
nucleic acid) uau MGB-rpymmer (minor
groove binder). A MonekyasipHole 30HQbI
art MLPA ycrpoennbr Takum o6pasom,
4TO6bI HAXOAUTb €JMHHYHbIE H3MEHEHHs
uMenHo B 7-M sk3oHe >, Caegyer 3ame-
THTb, uT0 0KoAO 3—5% smusozos CMA
06YyCAOBAEHBI TOYEYHBIMH MYTALUSIMH
SMNI, ne cpsisannbIME ¢ 9THM HanGoAee
pacrpocTpaHéHHbIM AoKycom !, B Takmx
CAYHasiX TPH TTOSBACHHUH KAHHUYECKHX TIPH-
3HaKOB CMA H BbIsIBACHHHU FeTepOBHFOT-
HbIX ZIEACLIMH MALeHTaM [IPOBOJST N0HOe
(eKBEHMPOBaHMe rera SMNT.

Ecau pebénky auarnoctupyror CMA,
€ro POQUTENAM H Jazke GAMKAHIIAM POJL-
CTBEHHHKaM CTOHT [POTH HCCAEIOBAHHE Ha
reTeposuroTHble uaMerenus resa SMNI,
TaK KaK y CAeZyIOIIMX ZeTell TOH 2Ke Tapbl
BEPOSITHO(Tb MOBTOPEHMS THATHO3a COCTAB-
aster 25%. Ecau nocuteabctBO BBIsIBACHO,
TIpH HACTYTIAGHHH OYepe/IHOM 6epeMEHHOCTH
Ha cpoke 9—12 nea BbmoAnsioT HYONWIO
XOPUOHA € MOCAEYIONINM FeHeTHYECKUM
HCCAEIOBAHHEM TIOAYHEHHOTO MaTepHana.
B cBsisu ¢ onpegerénHbIM pHCKOM Takoro
MeToza 3abopa 6HOMaTepHaAa AAS TIAOZA
3HAYUTEABHOE PACMIPOCTPAHEHHE TIOAYYaeT
HENHBA3WBHOE MpeHaTaAbHOE TECTHPOBA-
HYe — CII0c06, TIOAXOASIIMUE AT BbIIBAE-
HYSL M JIPYTHX 3a60A\€BaHHI, BbI3BAHHbIX MY -
Tanueit oasoro resa. I [pu ném GeTanbHyto
[HK moay4aroT u3 KpOBH MaTepH U EAAIOT
aHAAW3 TPaZMIHOHHBIME METOZAMU 0,

[Tpu KO BosmozkHO BHIGPaTH M-
6pHoH, HE HE(YWNA myTarTHOTO reda. Jas
3TOTO Ha TPETHH /JIEHb HCCAE/YIOT HECKOAD -
KO 6AQCTOMEPOB MAH Ha IATBIH — KAET-
ku Tpothobnacra. CoBpeMenHble TeXHHKH
KAETOYHOH GHOIMCHH MO3BOASIIOT OT/AEAHTD
MaTepuaA A HCCAEZOBAHHUS y 3MOPHOHa,

{TexHobygqyuiee}

cocrosimero Bcero u3 8—10 xaerok, be3

Yuepba AAS MMIAAHTALIME ¥ JaAbHEHIIIEro

passutist. [ loAydeHHbIR MaTepHa HeCAe-

ZIYIOT, AH60 BbIABASS ZIEAELIHH 7 -T'O 9K30Ha,

AH60 ONpesIeAsst ACCOLUHPOBAHHbBIE C STHM

HapyIIeHHeM GHOMApPKEPDI ..
[IpenatarbHas guar€ocTka MmosBo-

ASIET BDbIBUTb OTKAOHEHHS OYeHb PaHO

¥ CBOEBPEMEHHO CKOPPHTHPOBATb MAAH

Bezenus 6epemennoctd. CrenmaiucTbi

HWH um. J.O. Orra Hauaru nposoauth

CKpMHUHT MepBbiMH B Poccun u yxe BbI-

NOAHHMAH 60Aee (Ta TecTupoBaHuil. Ilpe-

MMIIAQHTALJHOHHOE K€ HCCAEZOBAHHE BO-

o6111e B 60ABLIMHCTBE CAY4aeB rapaHTHPYET

poxzenne pebénxa 6es CIMA zaaxe npu

HowTenbctee rena SMNI y poaurteneit.

B namem mHCTHTYTe Takas MaHHIyAAIHs

aoctynHa ¢ 2014 roga, Ho npu Beex eé mpe-

MMYILECTBaX T10Ka MPOBEZEHbI TOABKO ZIBe

OTIepaLIMK BCAEACTBHE Psi/Ia TIPHHKH:

B soicokoit (TOMMOCTM aHaAmsa Hapsizy
C IOPOTOBHBHOM U CAO2KHOCTBIO CAMOR
npoueaypot IKO;

MAaAOTO KOAHYECTBA FeHEeTHHEeCKOro Ma-

TepHana;

B 1:e06x0amMOCTH TIOAYUEHN S M aHAAM3A
JHK 6onbHoro npegbigyuiero pebéuka
ZASL BbISIBAEHHS] TeHETHYECKHUX MApKE-~
POB, CIIEMIACHHDIX C HAPYIIEHHEM;
BeposTHocTH KonTamuuamuu JJHK,
TIOAY4EHHOH OT 3MOPHOHA, B XOJE Te-
CTHPOBaHUs;

[ .| PU(Ka OWKNOOK u3-3a 6OABIIOIO KOAHYE-
CTBa MOBTOPSIIOIIMXCS TIOCAEZI0BATEAD-
HOCTeH, TICEB/IOTEHOB ¥ PETPOTPAHCIIO-
B0HHBIX** 9AEMEHTOB.

Caeayer Taxzie OTMETHTD, YTO Y4aCTOK
JHK, oreerctennsiit 3a CMA, kpaitHe
He(TabuneH. 3amennr atoro Arokyca 8 JJHK
3MO6PHOHA MOTYT POU3OMTH Y2Ke IOCAE ero

* AHTUMbBICIOBLIE OAMIOHYKNEOTUQbl — OQHOUEenoyey-
Hole PHK gnuHoii 16—18 HYKNeoTngos, KOMMAeMeHTapHble
MPHK, Npou3BOQUMOii B KNETKE, WK reHY-M1uweHu. Beogu-
Mble B Ka4e(TBe MPenapara, OHu (nocobHbl NoQaBnsTs un
AKTWUBMPOBATL PABOTY rE€HOB.

** PeTPOTPAHCMO30HbI — rEHeTUYeKne INeMeHTbI, KOTO-
pble MOrYT (aMOBO(NPON3BOQUTLLS B FEHOME W 4a(TO BCTPE-
yatoTest B AHK MHOMX 3yKapuoTUYeknx opraHu3MOB.

[ Monck HapyweHuini B reHe (MA y poguTenein He no-
3B0NSAET ONPEeQensdaTb TOYEYHbIe MYTAUMK. B coveTaHUK
( geneumen y gpyroro poguTens oHM BrnosiHe (nocobHobl
3aNycTUTh natoreHes (MA y pebéxka. ]
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umnAaaTauuy. | [ppaém sto Moxer 6bITh
He TOADKO 3aMeILeHHe HAH BbIaZeHHe OT-
JeAbHDIX HyKAEOTH/IOB — HHOTZA MyTaLusl
sarparusaet Uefblil 3k30H>*2, Mccaeaona-
TeAM MoAararoT, uto npumepHo 2% caydaes
CMA — abcoatoTHO HOBbIe MyTalHH 63
HOCHTEABCTBA Y OZHOTO U3 pozuTeAei .
Takum o6pasom, BapHaHTbl TeHOTHIA
y HOBOPO:KAEHHOr0 MOfYT OTAMYATLLS 110
koaudecTBy u Bapuantam SMN ot BepHO
OTIPeIEAEHHOTO B XOZIe TIPEUMITAAHTALIHOH-
HOTO MCCA€/IOBAHUS.

Bepostho, ontumarbHbIM penrerneM
B IpeAOTBpaIleHH: 3a60AeBaHHH, CBA-
3aHHBIX C MYTaUHAMH OZMHOYHbIX T€HOB,
Bkatouass CIMA, morao 6bi cratb 0001690~
BaHWE (YMPYroB Ha reTepO3HUrOTHOE HOCH-
teAbcTBO Bapuanyi reda SMN1. Mo emné
B 2008 rozy BBEAH B CBOIO IPaKTHKY Kap-
Ty PENpOAYKTHBHOTO 3Z0pOBbsl 6YAYILIMX
POJUTEAEH, TI0PA3yMEBAIOLIYIO UX (EHE-
TUYE(KOe TE(TUPOBAHUE Ha caMble OTaCHbIE
H 4acTO BCTPEYAIOIIHecs: 6OAE3HH, Iepe-
zatomuecs motomety”. Peneccusubiii
xapaxrep HacAegosanus CIMA nossoasier
ZeAaTb AHAAM3 TOABKO OJHOMY YEAOBEKY
U3 Mapbl.

[Toaxoa x obcaeaoBanmIO CyTIPyTOB Ha
HOCHTEABCTBO HMeeT cBou HeqocTaTku. I Tep-
BbIH — BO3MOZKHOCTb AOKHOOTPHIIATEAD-
ubix TecToB. OBbIMHO TAKOH PE3YAbTAT CBS-
3aH C IPUCYTCTBUEM B FeHOTHIIE HE(KOMbKIX
konuit SMN1.'Y nexoTopbIx 3THOCOB MOzKET
4aCcTo BCTpeyaTbes couetanre aaneei 2+(0
u 3+0, 4To 3aTpyaHsieT ONpe/ieAeHHE TeTe-
pO3UroTHOro HocuteAbcTsa'®. Bropoii we-
JZIOCTaTOK TIOMCKA HapyLIeHHH y poAuTeAeH
B TOM, YTO HaHb6OAEe PACIPOCTPAHEHHbIE
METOZbI TeHETHYECKOTO aHAaAH3a He T103B0-
AFIOT HaXOZMTDb TOYEYHbIE MUTAUMM, a OHH,
COYETASCh C IEAELMEN Y IPYTOr0 POJUTEAS,

MOTYT CIOCO6CTBOBATD 3aITyCKY NaTOreHesa
CMA y pe6énka®’.

BO3MOXHO(Tb
M31EYEHNY

Korza crano sico, uto CMA umeer reHe-
TUYek 00Y(I0BNEHHOE MPOUCXOXKAEHHE,
HCCAEZOBATEAH HA KAETOYHBIX MOZEASIX
M TPAHCTEHHbIX MbIIIAX C T0ZABAECHHbIM
SMN1 nagaru MckaTb crocobbl Bo3zeH-
CTBHsI Ha naTorenes sa6oaesanust. OgHolt
U3 MOJCKA30K CTaA TOT (aKT, 4TO 4eM
6oabure koruii SMNZ B renotune, tem
MEHEe BblpaXeHo saboreBanue. CooTser-
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[ BEKTOp HA OCHOBE AQEHOACCOUMMPOBAHHOIO BUPY(A,
BXOQAWMWA B (0(TAB OHACEMHOreHa abenapBoBeKa, He
nMeeT (MAKTOPOB MATOrEHHOCTM WU PAIMHOXEHUS, T.e.
He QYHKUMOHAMEH KaK NOTEeHUManbHbIn Bo3byguTens. ]

CTBEHHO, He Becb 6EAOK, CHHTEe3HPYeMblit
na taxux MPHK, nenoanouenen, a snauur,
MOZKHO YBEAMYHTb CHHTE3 [IOAHOPA3MEPHO-
ro, TepaneBTHYECKUM BMEIIaTeAbCTBOM (-
npasue naninr SMNZ.

[Ipenapatom, koToppiii Ha mepBbIX
aTamnax MCCAeJOBAHUH MOMOT YBEAHYHTb
aono «rpasuabHbix» MPHK, sxcnpec-
CHpPYeMbIX MyTaHTHbIM I€HOM, OKa3aAach
Banbnpoesas knuiotd. Oua cTumyAnpo-
Bara BbipaboTky SR-6eAkoB u (akTopa
Htra2-f1, a ouu B cBoio ouepean yayu-
maau ciaaiicuar SMNZ, cunzxast TsxecTb
cuvnTomos®, Emé ogun mexanusm Bau-
SHMSI STOTO AeKAPCTBEHHOTO CPeACTBA —
NoZaBACHHE (PePMEHTOB, QeaUueTUINPyIo-
WmX rnctoHb! (oru kommaktusupyror JJHK
B KAeTKe). JTO 06AErdaeT AOCTYI TPAHC-
KPUITLIMOHHBIX 6EAKOB K TeHaM M YBEAHYH-
BaeT npomouuio SMNZ.

B HHUU um. 1.0. Orra mbr uccae-
ZI0BaAU JIEHCTBUE MPENapaToB Ha OCHOBE
Baabrpoesoit kucaoTbl ¢ 2003 roza. Y ze-
TeH Ha 9TOM (poHe BO3DA(TANA ABUTaTEAbHAS
U 3AEKTPOHEHPOMHOTpa(PUUECKas aKTHB-
HOCTb, TIPOUCXO/IUAO CMSTUECHHE KAHHUYE-
ckux nposisaennit’’. B To xe Bpemsa st
cpeacTBa 06AaZalOT YMePEHHOH 3(dek-
THBHOCTBIO W TPOSIBASIIOT CBOE JIEHCTBHE
ZIOBOABHO M301PATENbHO, BCAEACTBHE Yero
PE3YABTAT CAOZKHO [IPOTHO3HPOBATD.

B 2016 roay Amepuxanckoe arenTcTBO
T10 KOHTPOAIO AEKaPCTBEHHBIX TIPErapaToB
(Food and Drug Administration) saperu-
CTPUPOBAAO CPEZICTBO, BO3AEHCTBYIOIEE Ha
TAaBHbIH MOJYAATOP TMATOAOTHYECKHX H3-
menenuit — red SMN 2. Mm craa HywmHep-
(EH, paspaboTaHHbIH KoMmmanueil Biogen.
B namefi crpane aexapcTBo cTano gocTy-
1o ¢ 2019 roza. dto anTHCMBICAOBOH OAH-
TOHYKAEOTH, TIDU COEJMHEHHH C KOMIIAE-
MeHTapHbIM y4acTkoM 1SS-N B 7-m uuTpoHe
resa SMNZ2 on NpensaTrBYeT (BA3bIBAHNIO
(akTopa hnRNPA), HeraTMBHO BAMAIOILETO
Ha CIAAHCHHT, TeM CaMbIM CPeJACTBO HC-
npasasier nporecc c6opku MPHK.

AexapcTBo HE06X0IHMO BBOAHTD B M10-
3BOHOYHbIN KAHANM MAM B CyGapaXHOMAAAD-
HOe TIPOCTPAHCTBO, B CPaBHEHHH C TTAALE60
Tepam/lﬂ 3HAYHUTEAbBHO yBe]\H'—II/IBaeT BbI~

KHUBAE€MOCTb H yMeHbU_IaeT Bpra?ﬂeHHOCTb
MOTOPHbIX paccTpoiicTe® 2, Mcnoabsosanue
TperapaTa HaYMHAIOT C KypCca U3 TPEX HHb-
exuui kaxzple 14 gueii, satem ermé oany
somoanstoT yepes 30 cyt. Taxoit pexum
IT03BOASIET ZIOCTHYb HEOOX0QUMOW KOHUEH-
TPAUWM, a BCe MOCAEZYIOIIHE J03bl BBOJAT
kaxzapie 4 mec. Iast adexTrBHOM paboTh
CPeJCTBa Ba:XHO HAYaTb €ro IPHMEHEHHe
710 TIOSIBAEHHS] CHMITTOMOB. | aKzie caeayeT
3apaHee ofpe/IeAUTb KOMNYE(TBO KOMNN rena
SMNZ2 — uccaenoanus 1eMOHCTPHPYIOT,
YTO Pe3yAbTaT ropaszo AydIle TPH HAAH-
YHH TPEX KOIHMII [0 CPABHEHUIO C ABYMS .
s negocratkoB caegyer oTMETHTD Heob-
XOZMMOCTb MOXU3HEHHOIO MHTPaTEKAABHO-
I'0 Ha3HAYCHMSL.

Cosznaunbiii kommanuein Novartis
1 oz106penHbIi K npumenentio B 2019 roay
nperiapaT OHA(EMHOreH abenapsosek B Poc-
cuu ObIA 3aperHcTpUPOBaH B ZAekabpe
2021 roga. Ilpunuun geficteust storo
PEKOMOHHAHTHOTO CPEJCTBA TEHHOH Te-
panuu — QOCTABKA «rPABUIbHOM» KOMK
SMNI B ﬂﬂ,po COMATHYECKHX MOTOPHDIX
HEHPOHOB, I/le OH 0CBOOOZK/IAETCS OT TPAHC-
TIOPTHOH CHCTEMbl, IAHTEABHO [IAPKYAHDPYET
U IpoAyLpyeT MOAHOPYHKUMOHAbHDIN e -
AOK BbIzKHMBaHHA MOTOHCﬁpOHOB. EC]\I/I BbI~
TIOAHHTD HH'bEKIIHIO ZI0 TIOSIBAEHHS CHMITTO-
MOB, ZIBHTaTeAbHble (PYHKLMH TIOAHOLIEHHO
PasBUBAIOTC — PEGEHOK 6yJeT CHAETD,
XOJUTb U AbIIIaThb HOpMaJ\bHO, 3HAYUTEADb~
HO Bo3pacTaeT NPOQOMKUTENLHOCTL XKUH.
[lepBbie mpeaperucTpaloHHble HCIIbITA-
HYA y TalLMEeHTOB, IOAYYaBIIHX HHQY3HIO
npumepHo B O-MecsyHOM Bo3pacte, Je-
MOHCTPHPOBAAH HACTOABKO y6€HTEAbHbIE
PE3YABTATbI, KAKMX HMKOTZA paHee He yaa-
Baroch zoctiub aast | Tua CMA,

Cpeacrsom zoctasku SMNI B uenro-
BEYECKYIO KAETKY B COCTaBe OHaCEMHOTEHa
abenapBoBeKa CAYKHUT BEKTOD, CO3aHHbIH
Ha OCHOBE AQEHOAC(OUMMPOBAHHOMO BIPY(A
0-10 (EPOTHMA, y KOTOPOTO YAAAEHDI (PAKTO-
PbI TIATOTEHHOCTH ¥ PA3MHO2KEHHS, T.€. OH
He (YHKUMOHAnNeH kak Bos6yauterb. Lle-
TI0YKa HYKACOTHZAOB «AedebHoro» SMNI
B GOABIIMHCTBE CAy4aeB HE UHTerpyUpyeTcs
B XPOMOCOMbI, YTO CHHKAET PHCKH HEra-



THBHOTO BAHSIHHSI Ha reHoMm (Hampumep,
uHcepiroHHoro Kanueporenesa). Oznaxo
TIpH JIEACHMH KAETOK KOAHYECTBO TaKOTO
THIIa SKCTPAXPOMOCOMHOTO T'eHa B KazK0H
H3 Z09ePHHX (HIKAET(s. DTO, BEPOATHO, HE
aKTyaAbHO ZASl HEHPOHOB, B CBSI3H C 4eM
MO2KHO MoAaraThb, uTo BBezénHas JHK
B 3THX KAeTKax OyzeT aQ@eKTHBHa II0-
KH3HEHHO.

[lpenapar xopomo nponukaer uepes
reMaTosHIeParHYeCKHH 6apbep, O3TOMY
A€TrKO [0MdQdaeT B KNETKN ABHUraTEAbHBIX
Hefiponos. Firo Hasnauaror 0QUH pa3 B Xu3-
HI 710 2-AeTHEero BO3pacTa TeM MallHeHTaM,
koamgecTBo komuii SMNZ B renorume
KOTOPBIX HE MPEBLIWAET TPEX, YTO MOKHO
CYHTATb OTpaHHYEHHEM K 0A60PY HalHeH-
toB. Crioco6 npumenenust — HeobXoguMoe
KoAmdecTBo BBoZAT 3a 60 MuH BHyTpHBEH-
HO KareAbHO. K13 M0BOYHbIX QeiicTBUI Ha
CEToIHs y HEKOTOPBIX TMAIHEHTOB ONHCaHa
TeraTOTOKCHYHOCTD .

[Tomumo yuéra koamdecTBa KOmHMH
SMNZ2 B renome, y npenapaTta ecTb emgé
0ZHO (E'pbéiHOE' OfPAHNYEHNE — THUTP UM~
MyHOrAO6YAHHOB K 9-My Tury Bupyca (oHu
CII0COGHDI CBA3BIBATb AEKAPCTBO B KPOBH
TalMenTa) He JoAxeH mpesbimath 1:50°C.
Ha ¢one Boicokoli pacnpocTpanéusocTu
3TOTO MATOTeHa JIeTH ObICTPO KOHTAKTH-
PYIOT C HUM H Bb|padeb|Bdf’0T MUMMUHUTET,
ay HEKOTOPDIX OH I1aCCHBHO BO3HHKAET eIlé
10 POKZICHUS TIDH TIOCTYTIAGHHH MaTepHH-
cxux anmutea (AT)Y. C Bospacrom Bepo-
ATHOCTb HEHTPAAU3YIOILEro OTBETA BO3PAc-
taer — K 5 rogam AT ectb y 60AbmmHCTBa
zerelt, ay 7,7% yposenn npesbiwaet 150,
Itu PaxThl TPeGYIOT 0COBbIX Mep Tepe
HasHaueHHeM — BbiaBAeHus Haamunst AT
cpasy IOCA€ PO2SJEHHS JAS HCKAIOYEHHs
COCTOSIBIIIEHCs] TPAHCIIAALIEHTAPHOU Mepe-
Jadd ¢ QafnbHeNWUM KOHTPOMEM, a Tak:ke
pacyéra KOAMYECTBa BBOJAMMbIX BUPYCHBIX
yacTul Ha Maccy TeAa. Haxonen, sa 24 4
no npuéma u emé 30 auedt mocae Tpebyercs
HasHauenye peberky 1 Mr/kr B cyTku Npeg-
HM30/M10Hd, 3TO yMeHbIIaeT BEPOATHOCTb
arpeccun AT B oTHOmenuu BHpycHOro

BeKTOpa’,
[TosiBAennem npenapara, npunumae-
MOTO per 0s, — PUCQUNIAMA — O3HaMEHO-

sanca 2020 roz, npuuém ero mouru ogHo-
BpEMEeHHO 3aperHCTPUPOBaAH U B AMepuke,
u B Harueli cTpane komnanu Roche u PTC
Therapeutics. [Ipenapar ynyqwaet bop-
KY 6OABIIEr0 KOAHYECTBA MOAHOIEHHBIX
MPHK na gegexrnom rene SMNZ myrém

BKAIOueHus 7-ro axsona’’. CpezgcTso Ha-

3HAYAIOT KAXXQbIA QEHb Yepes nepoparbHbIK
IUNPHUL B BUAE CYCIIEH3UH, [IPeBAPHTEAD~
HO pasBeJEHHON M3 NOpolKa. Pucaumram
XOPOIIO MPOHHUKAET B AMKBOP M CITMHHOH
MO3T, HO OH TaK2Ke BO3ZIeUCTBYeT Ha NPoyme
TKAHW U ZPYTHE TeHbI U, BEPOSITHO, 10 3TOU
[PUYHUHE OYeHb YaCTO BbI3bIBAET ChlIlb,
auapero u obrazaer aMOPUOPETAAbHOH
TokcHuHOCTbIO. | Ipeapeructparmonnbie
HCCAEZOBaHMs IIPOJIEMOHCTPHPOBAAN KaK
MOTOpPHbIE YAYHIIEHHs1, TAK U NPOAOHIAUMIO
Xu3Hu nipu Bapuanrtax CIMA [—I116041,
Hsgectro, uto okoro 40 reros moryT
BAMATh Ha TszkecTb cummromoB CMA,
[09TOMY HOBbIE Pa3pabOTKU TepareBTHYE~
CKHX CTPATErHH CBsI3aHbI HE TOABKO C CAMHM
SMN2, 1o u c Bo3geiicteneM Ha MPHK uau
SMN-6erok Arg HX CTaGMAMBALMH U TT0-
BbIleHus GyHKuuoHaAbHocTH. Mlaér nouck
0MOCPEQOBAHHLIX MPOMOTOPOB U MeAHATO-
POB, CIIOCOOHBIX 0OAErYaTh COCTOSIHHE Ma-
LMEHTOB Yepes yAyULleHHe paboThl MBbILIL,
CTUMYASILIMIO HEPBHO-MbILIEYHOH TIepe/IadH,

IMUTaHHEe HepBHOﬁ U MbIILIEYHOH TKaHH62.

{TexHobygqyuiee}

HCCAEZI0BAaHUN MHILEHbIO MOTYT 6bITb (-
bpobnactel Goababix CMA — wmbr yaxe
HOAYYHAU TIOAOZKHUTEAbHBIE PE3YAbTATbHI
[IOCAE BBEJIEHUs B HUX Psijla COEJUHEHHH,
CIIOCOGHDBIX YBEAHYHBATD COZEPAaHHE KOP-
pexrtubix Bepcuit MPHK u gyrxiponans-
soro SIVIN-6eaxa®®®®. Taxxxe B kauecTse
CTpaTeruy MO2KHO paccMaTpUBaTh KOMOY-
HAUMM (PeQ(TB, ZEHCTBYIOILHME Ha Pas3Hble
MeXaHU3Mbl H STallbl lIaTOreHe3a .

(KOVIHWMHI KaXXQoMy

Y aereit ¢ 60aesnbio Bepamira—Iopgma-
Ha (I tun), cocraBasomeit 6oaee 50% BeeX
v1ydaes CMA, snaumteAbHast 70As1 ABHra-
TeAbHBIX HelpOHOB MN0MOAET B TeyeHHe He-
CKOABKHX MecsiLeB TocAe pozsgenus. Jasa
TIpe/IOTBPAILIEHHsA Pa3PYIIEHHA STHX KAETOK
ZMarHO3 TeHETHYECKOH «IIOAOMKH» BazKHO
YCTaHOBHTb GYKBaAbHO Cpasy TIOCAE TIOSB-
AeHMs peGEHKa Ha CBET, a AeYeHHe JOAXKHO
CTapTOBATD B MEPBLIE HEQE/N 2xukH 2, Y ke

[ (MA | Tna (bonesHb BepgHura—odpdmaHa) — Haw-
bonee yacTolt BapuaHT (MA (go H0%). 3TU NAUUEHTbI He
QepPXXaT rofnoBY, He (MQAT, (PABHUTENbHO ObI(TPO Tepa-
0T KOHTPO/Mb QaXe 3a gbIXaTesibHbIMU MblWUAMMU, ]

B HWH um. 1.0O. Otra npogorxa-
eTCs Pa3BUTHE €Ilé OJHOTO HHTEPECHOTO
HarpaBAEHHUsT — TIOMCKA ¥ HCTIOAb30BAHHS
BO3MOZKHOCTEH MH/IYLIMPOBAHHDIX TIAIOPH-
notenTHbrx (T80M10BbIX Knetok (MIITCK).
[Touru 15 Aer Hasaz Ha *KHUBOTHBIX MOJE-
ASIX 6BIAO TIPOZIEMOHCTPHPOBAHO, UTO Z0-
6aBAEHHE STUX KAETOK B AHKBOP OTHAaCTH
obneryaet wmntomel CMA®. B Hucru-
TyTe nurororuu u resetuxu Cubupckoro
oraerenuss PAH yaaroco BbipacTuTh 13
HI'ICK apurareanHbie HeHpOHBI OT HCCAE-
ZoBaHHbIX Hamu maruentos co CIVIAS-66,
STH paspabOTKH MOMKHO HCIIOAb30BATb
KaK ZAd COBEpIIeHCTBOBAHHS TeparluH, Tak
H ZIAS HCCAEZOBAHHS BO3/IEHCTBHS HOBbIX
TIpenaparoB.

ZJonoAunTeAbHbIE HampaBAeHHs pa-
6ot B HYU um. 1.O. Otra — mouck
HOBBIX aHTHCMBICAOBBIX OAHTOHYKAEO-
THJO0B, a TaK:Ke /IN(AHQ-HANPABAEHHbIX
C110c060B JOCTABKH TePareBTHYECKUX Hy-
KAEMHOBBIX KHCAOT B HeHPOHbI U ApPYyTHeE
kretkn®’. Ha mpexaunmueckoit crazuu

CHO, 4TO PaHHee Hayano teparmmu CMA
B 3HAYMTEABHOH Mepe OTIpe/IeAsieT e€ d(heK-
THBHOCTD73. MCZU\I/ITD, JO0KHUAasICh HpOﬂB-
ACHHH, HeAb35, TOCKOABKY BCE CYILECTBYIO-
11Hie TIpeTIapaThl AUIIb HPeAYTIPEKAAI0T HAH
TOPMO3SAT JIETeHEePaIIHI0 MOTOHEHPOHOB, HO
HE (NoCoBHbI X BOCCTAHOBUTL?,

B To :xe Bpema mpu cymectByromen
TIpaKTHKE 06CAeZ0BAHME YAaCTO HAYHHAIOT
TOABKO [TOCA€ IIOABACHHs NIEPBbIX (MMITOMOB.
Cucremaruueckuit 0630p 21 my6ankamuu
TIPO/IEMOHCTPHPOBAA, YTO HaYaAbHbIE TIPO-
ABAeHHs y aetel, umeromux gopmy CMA
[, BosHuKatOT B cpeguem B 2,5 Mec 2xusHy,
TOrZa Kak JAMarHo3 UM cTaear B 0,3 Mec.
Aumnanoruanoe 0M03QaHNe OTMeYeHO U MpH
CMA II u IIl tvma: ara nepBoro ykasan-
Hble cpoku coctaBasmior 8,3 u 20,7 mec, ara
sroporo — 39 u 50,3 mec”.

Pemennem MozkeT cTaThb OpraHmusa-
1M MAc0BOIO HEOHATANbHOMO (KPUHMHIA
Ha CMA. 3to 3a6oaeBanye MOAHOCTBIO
TIOZXOJHUT 0/l TapaMeTpPbl BO3MO2KHOCTH
¥ PalIOHAABHOCTH €ro TIPOBe/IeHHs, OTIpe-
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{TexHobyquuiee}

JeAsieMble B COOTBETCTBHM C KPUTEPHSMH
BunbcoHa—AxaHHepa (Wilson—Jungner),
aesicreytorumu ¢ 1968 roga’.

I 3a601eBanue npe/iCTaBASET CEPbE3-
HyI0 00WecTBeHHY0 npobnemy.

h Paspurne 60Ae3HH H3yUeHO.
Haauuectsyet paHHss (Tagusl, koTo-
MO2KHO BbISIBUTD TIPH CKPHHHHTE.

ECTb TECT AAS BBIABAEHHs] STOH paH-
HeH CTaJyu.

N Tect aAq BbIABACHNSA paHHEH cTaguH
HpHEMAEM.
Pannee TepanesTuyeckoe BMema-
TEeAbCTBO ID(HEKTUBHEE MO3QHErO0.
A OnpeseneHbl IPOMEXKYTKH MEXKIY
HOBTOPHBIMH TECTaMH.
CymecTByI0T 0TIOAHHTEABHBIE CIIO-
€O6bI IMaTHOCTHKH M A€YEHHUS] T10 Pe3yAbTa-
TaM CKPUHMHTA.

Monb3a OT NPOrPAMMbI TpeBbINIaeT
COIIPOBOKAIONINH €€ (PUBHIECKHH U TICH~
XOAOTHYECKHH Bpes,.

'} CoorHotuenye (TOMMOCTb/MONL3A He
TPEBBIIIAET TAKOBYIO Y IPYTHX [IPOTPaMM.

BAaHHbIX UMEAH TOMOBHIOTHYIO MYTAIIHIO
resa CMA®, Ascrparuiickuii onbir npu-
MEHEHHS JaA MEHbIIYIO YaCTOTY BbIABAE-
nus — 0,0088% (aessatb us 103 903 maa-
zexnes)®.

[ Iporpammer Tectuposanus na CMA
cymectpyoT B flnonuu, Kanaze, Hra-
aun. EBponefickue ctpaunt o6pasoBaru
B 2020 roay Aabsuc no HeonaTabHOMY
tectuposanmio Ha CMA ¢ sazaueii sa-
TYCTUTb CKPUHMHT HA B(EM KOHTUHEHTE z0
2025 roaa. Takum o6pasom, B Mupe cuéT
IPOBEZIEHHBIX AaHAAM30B H/ET y2Ke Ha MHA-
AMOHbI — Ha TeKyIIHil MOMEHT B YTIOMSIHY -
TBIX FOCYZapCTBaXx MpoBezeHo 3 674 277 06-
caesoBauuH, BoisBAeno 288 norennyarbho
GOABHBIX ZIeTeH ¢ 061el YaCTOTOH BCTpeya-
emoctu 0,0078%34.

B Poccun sra pabora 6bira Hauata
B 2019 roay, xoraa B Mockse craproBar
NPOOHLIV MPOEKT CKPHUHHHIA HOBOPOXK-
aéuanpix sa CMA. 3a 6oaee uem 3 roza
obcaegosannt 19 302 mMrazena u Haiize-
Hbl TPW 00/1aQATeNS rOMOBUIOTHOHR MyTa-

[ 2020 rog bbin 03HAMEHOBAH MOSBAEHUEM MEPBOrO
npenapaTta gnga nevyeHnsa (MA, npeqHAa3HA4YeHHOro gn4
NPMEMA BHYTPb, — pucgunnama. Ero noYTn o0QHoBpeE-
MEHHO 3aperncTpupoBanu B AMepuke n B PO, ]

B nexotopbix cTpamax yxe pabota-
0T MpOrpaMMbl JAsl PaHHETO BbIABAE-
uut CMA y zereii. B craprosasmem
B 2014 roxy ua TaiiBane ckpununre 06-
caeaosano 120 267 nauuenros, u aua-
rHO3 MOATBEPKJAEH Y CeMM MAaJeHues’ .
[Tocre murornoro mpoekra 2016 roza
B Huro-HMopxe sror anaaus B 2018 rogy
BBEAHM B aMEPHKAHCKYIO PEKOMEHJYeMyI0
€QUHYK NaHenb (KPUHWUHIG AAsT HOBOPO2K -~
JEHHDBIX, YTO TIO3BOAHAO 3a MOCAEAYIOIIHE
4 roga BBISBHTD Ha JOKAMHHYECKOH CTa-
amu He Menee 45 cayuaes”™”’. K cepeaune
2021 roza Takue npoeKThbI 6bIAM pa3BEPHY -
ol y2xe B 38 mratax — 3T0 03HayaeT, uTo
0K0710 85% QETEN, MOSIBASIIOILMXCST HA CBET
B CILIA, npoxoast HeoHaTaabHOE TeCTH-
posanue Ha CMAX,

B nozo6uoft memenxo# nporpamme,
cylIecTByoIIeH y:xe 2 roza, obcaezoBa-
10 297 163 HOBOPOKAEHHDIX U BBIABACHO
43 6orbubix (0,014%)3. Cxoxue pesyan-
TaThl TIOAYYeHbl B 6EAbTHACKOM CKPMHHH-
re — TATh AeTedl U3 35 ThIC. MPOTECTHPO-
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win resa SMN1¥. Xouercs mazearnes,
4TO pa3paboTKa COOCTBEHHOH METOZMKH
CKPMHHHTA C HCTIOAb30BaHHEM 0TEYEe(TBEH-
HbIX renetuyeckux Texnororun 8 HUU
mM. J1.O. Orra obecrieunt Bcé He0b6X0AHU-
Moe ZAs1 60Aee MaCCOBOTO TECTHPOBAHH.
Haub6oaee moaxoasmuit crocob zrs
BbisiBaenust CMA ocuosan Ha MeToge MUP,
HICTIOAb3YIOIIIEM aHAAH3 KPHUBOH IAQBACHHS
HAH 0cobble 30HZBI C ZETEKIHeH B pearb-
nom Bpemenn. C ero momorpio 1o (YXOMYy
MATHY KPOBY B KauecTBe H3y4aeMoro obpas-
na JJHK yzaérca na neppom stane o6ua-
PY2KHTb AeAenuH 7-ro sxk3oHa rena SMN1,
4To co cneuupuuHoctbio anaiusa 100%
B 05—08% cAy4aeB 03BOASIET OATBEPAUTD
romosuroTHble Hapymenus. Hezocraromue
2—5% To4HOCTH CBSI3aHBI C TEM, YTO STOT
BUJ, UCCAeZOBaHUA HE [M03BOSIAET UCKaTh
toueunbie MyTanun. Caeayrolmum marom
Pe6EHKY C BbIBACHHBIMH OTKAOHEHHSAMH
BBITOAHSIOT KOHTPOSbHbIN TE(T ¢ TIOMOILbIO

MLPA vru TTLP-PB u noacuér xoause-
crBa kot SMN2.

Bce panee npeanozsenntbie cuctembl Te-
CTHPOBAHHA MIOCTYTIAAU U3-3a pybezka, uTo
COTPSIAKEHO € BLICOKO/ (TOMMO(THIO, BapHa-
6eAbHOCTDBIO CPOKOB MocTaBkH 1 T.4. Oaun
2Ke u3 Kputepues Buabcona— l:xannepa
IS TIPOTPAMM CKPUHHHTa — 3KOHOMUYe-
(Kasg 3O HEeKTUBHO(Tb u baraHC CO BCEMH Me-
JMIIMHCKMMH 3aTpaTaMH Ha 9To 3a60AeBa-
uue. Metozuka, koTopy1o MbI anpo6upyem
u cosepurerctByem B Cankr-I letep6ypre,
HalleAeHa Ha CO3/laHHe OGbICTPOro, Heso-
POTOTO U HE COMPSIZKEHHOTO CO BHAYHTEAb-
HbIMH TPYZO- U Bpems3saTpaTamMu 0TEYE-
(TBEHHOrO Habopa aast BemBaennss CMA
Y HOBOPO2KIEHHbIX.

B oTAnume oT MHOrHX ApyTHX METOA0B
HaIll METOZ, TI03BOASIET HCIIOAb30BaTb He-
owmuennyio JJHK us wyxux nsten kposu,
OCTaBAEHHBIX Ha CIEIHAAbHBIX (PUABTP-
KapTax MOCAE IPOKOAQ MATKH HOBOPOZK/IEH -
HOTO, KOTOpbIE 3aTeM HCCAEAYIOT TIPH TI0-
moru MUP-PB. Bea npoueaypa ot momenta
TIOAy4eHHs 06paslia 10 OTTIPaBKK FOTOBOTO
pesyAbTaTa 3aHUMaeT 1—2 QH4.

Opuentuposounas moTpe6HOCTD
Cauxr-I lerep6ypra B anaiusax, ocHopan-
Has Ha KoAudecTse pogos, — 200 eXXegHes-
HbIX TecTHpoBauuii. B xoze akcrnepumenta
mbi uccaezosar 3a 2 aus 400 o6pasiios,
B pesyAbTaTe 4ero BbIIBUAH BOCEMb ZeTel
¢ ozuoi kormeit rena SMN1, uto cootset-
ctByet wactote HocuteabctBa CMA 1:50.
['To e xomau SMNT waiizeno y 360 u o
Tpu — emeé y 32 yuactrukos. Jasg kazxz0-
ro sHauenus konui resa SMN1 noayuenn
4éTKHE HellepeceKarolMecs JAHarasoHbl
C TOATBEPE/IEHHEM PAa3AHYMH ZHCIIEPCH-
onnpiM anarusoM (p<0,001).

Cosganne npemapaToB, CIOCOBHBIX He
TOABKO YMEHBILHUTD THA:KECTb, HO U MPEQOT-
Bpatute passurie CIMA, zaro nouumanue:
A€YEHHE CAEyeT HauMHATh QO MOSBAEHNS
CHUMIITOMOB, B CBSI3H C Y€M JHarHO3 HY2KHO
CTaBUTb MaKkcuMaAbHO paHo. CymectByer
ZOCTaTOYHO METOZOB 1 yPOBHEH BbISBACHHS
ZIe(PEKTHOrO reHa, HO OHH BecbMa TPYQOEM-
KV 1 HeQéWeBbl, a 06cAeI0BaTh J€TEH Mpe-
CTOMT MaccoBo, 6bICTPO H HEZOPOro. | akas
3aza4a 10J CHAYy HEOHATANbHOMY (KPUHUH-
(U HAa OCHOBE OTEYECTBEHHbIX TEXHOAOTHH,
y2Ke cenyac IPO0AKAETCsI ITall BHeAPEHHsI
METOZMKH 10 Beel cTpane. N b

Bubnuorpaduio cm. Ha c. 84—87.



CaMasl AE€TCKasA OIIYXOADb

Herpobnacroma y geTer — anroput™ guarHoCTUKM W TaKTVKA BEQEHNS

ABTOPDI: (apurK bapncosny (@rosH, HAYYHbLIN (OTPUQHMK, BPAY QETCKIA OHKOMO!
HUW geTckon oHkonormm 1 rematonormn HMAU oHkonomiv M, HH. BroxmHa;
AMUHa MaromeqosHa (YNemMAaHOBA, HAUYHbINA (OTPYQHYK, BPAY QETCKMM
OHKOANOr TOr0 xe HAW; MapuHa BnagnummnpoeHa PYbaHtas, kaHg. Meq. Hauk,

(T. HAUYHbIN (OTPUQHNK TOr0 e HUW; AHaTonuii MeTposmy KasaHues, gokT. Meq.
HAUK, 3aB. XMpyprmyemm otgeneHmem Ne2 Toro xxe HW; (BeTnaHa PadasnesHa
BapdonoMeeBa, QokT. MEQ. HaUK, Npod., gupextop Toro xe HAK (Mocksa)

Konupantutr: (eprein Nérkni, Onbra boikosa

HeipobnactoMy (HB) MOXXHO HA3BATb <«QeT(KOW OMUXO/bH», 3TO Hau-
bonee pacNPo(TPaAHEHHOE 310KAYe(TBEHHOE HOBOOOpPA3oBaHue (3HO)
Y QeTeil NepBoro r0Qa >Xu3HW'. Mpu 3TOM ero (MMNTOMbI BE(bMA Hecneuu-
(GUWYHbI, M3-3@ YEro MAUMEHTbI NOCTYMAKT B HENPOQUbHLIE 0TQeseHus
( XXanobamn Ha QUTENbHYK QUAPEer, AMXopagky, bonb B XMBOTE, Ka-
wenob’. YBogsiwme 0T BePUOUKAUNK (TOAb PO3HOM0 QUArHO3a KAUHUYE-
(KMe MACKW (YWEeC(TBEHHO 3aTPYQHSAOT QUArHOCTUKY W HAYaNo 0KAasaHus
(Neunanm3npoBaHHon noMowy. Y 6onesHn et Kak naTorHOMOHUYHbIE
(MMMTOMbI, TaK M HAQEXHble MeTogbl 0OHAPYXEHMS, MPegronoXuTb
QWArHo3 MOXHO BO BPEMS YNbTPA3BYKOBOr0 Mcc1eqoBanHus (Y31), a uHo-
fga gaxxe npu nanbnaumm Xmeota®. TeM He MeHee K MOMEHTY MepBoro
0bcneqoBaHmsa BPOWHON NOAOCTU NATOAOIMYECKUA NPOUELCC MOXET 3ai-
TW Qaneko. YTo MOXET U QOMXKEH (QenaTb KAMHWUUWCT gAa TOro, YTo-
bbl HelpobnactoMa nnbo eé MeTacTasbl boinn obHApyYXXeHbl BOBPEMSA?
Pa3bepémcs.

3A0KAYeCTBEHHbIE OIyXOAH, 06pasyio-

1IHecs U3 HerpobacToB HepBHOrO rpe-
6elIKa, KAETOK-TPeIIeCTBEHHHKOB CHM-
natideckoi HepsHo# cuctembl. CoraacHo
KAaccu(uKauue 1o cucteme Shimada (the
Shimada system), moauduuuposannol
Me:x 1yHapoAHbIM KOMHTETOM IO TIATOAO-

| |eiflpo6j\a(:T0Mb1 HPEeZCTABASIIOT COO0H

run neitpo6aactom (International neuro-
blastoma pathology committee), Boigers-
10T HECKOABKO THCTOAOTHYECKUX MO/ THIIOB
neitporennpix 3HO: HB pasnuynoit cte-
NeHN auepeHIIPOBKH, Y3AOBYIO H CMe-
1aHHy1o ranrAuoHerpo6aactomy ([HB),
a TaK:Ke raHrAHOHeBpoMy (CO3peBaloIyI0
VA 3peAyio)’.

[ 06HAPUXUTL OMyXonb ¢1equeT KAk MOXXHO paHbwe,
B MQeane — ewe Y naoga: aKmepTbl YKasblBAOT, YTO
BU3Yanu3npoBaTtb HoBOODPA30BAHME MOYTKM B(Erga BO3-
MO>XHO npu Y3 nnoga B (pok bonee 32 Heq. ]
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{Casuistica}

HDB ornocar x camomy wacTomy Ba-
PHAHTY SKCTPaKPaHHAABHbBIX COAHZHBIX
OmyXoAeldl paHHero BospacTa. Y JeTelt
0—14 et 3ab6oresaemoctp HDB cocTaBas-
et 0,95-),4 Ha 100 ToiC., Ha e€ ZOAIO MpHXO-
aurca 8—10% scex 3HO, a B crpyxrype
CMEPTHOCTH OT 3THX 3a60AeBaHHH OHa
3aHMMaeT TPEeTbe ME(TO MoCAe AEHKO30B
U OIyXOAed LIEHTPAaAbHOU HEPBHOU CHCTE~
mb1 (LIHC), aocturas 15%. I'lpumepno
95% HDbB o6uapy:xusator y aereit g0
5 aet, a 28,6—35% Bcex cayuaes aua-

THOCTHPYIOT Ha MEPBOM (0QY 2xm3Hu’’.

3HATH, Qe NKATb

Yame scero HB Bosuukaer cnopaauuecku:
B MOMYASLIMOHHBIX 3IHJEMUOAOTHYECKUX
HCCAE/I0BAHHSX 6bIAO [OKA3aHO, YTO Ha-
CAeZICTBEHHas! [IPE/PACTIOAOKEHHOCTD Pel-
ka 1 Aumb y 0,7-),2% nanpeHToB 60Ae3HD
HMeeT ceMeHHbIH xapakTep (accouuupoBa-
Ha C TepPMHHAABHBIMM MYTAllMsIMU B TeHax
ALK u PHOXZ2B)8. BosmozkHo paspu-
tue HB B pamkax onpezerénnpix reneru-
4ecKUX 3a00AeBaHHH, TAKHX KaK HEHPOPH-
6pomaros 1-ro tuma (NF1) u cunapomb
Coroca (NSD1), Yusepa (EZH2), Au—
Mpaymenu (TP53), Kocrearo (HRAS),
Hynan (PTPN11), cemeiinoi naparan-
ranombl / peoxpomonutombr  (SDHB)
u bexsura—Bugemana (CDKN1C, H19,
ICR1, KCNQI1OT1)’.

35%), cpeaocrenne (16—20%). He Tax
4acTO OMYXOAb BBIIBAAIOT B 0GAACTH IIEH
(2%) u manoro tasa (1—3%). Heob6xo-
auMo otMeTHTb, uto HDB Mozxer nopaxars
UH( nAn BereTaTUBHYIO HEPBHYIO CHCTEMY,
4TO BCTPEYAETCS] OYEHb PEAKO U HMeeT
KAMHHYECKHE H [IPOTHOCTHYECKHE 0COOeH-
noctu. [lpumepno B 1% anusozos ouar
TIePBHYHOH OMYXOAM HZEHTH(QUIMPOBATD
He yzaéresa' 5,

HDb wacro Metacrasupyet s peruonap-
Hble H OTJaAEHHbIE AUM(ATHIECKHE Y3AbI,
koctubiii mosr, koctu, [IHC, op6ury,
TIeYeHb U KOKY; PEAKO — B ACTKHE HAH
naespy (a0 5%). JAuccemunnposanubie
popmbr HD ¢ mopaxennem xoxu u me-
4eHH ZUArHOCTHPYIOT NPEHMYILEeCTBEHHO
y zereii nepsoro roga xusuu'’. B pazge
CcAy4aeB Tpolecc IpoTeKaeT HEUMITOM-
HO, ¥ ero o6Hapy:KMBaIOT CAy4alHO MpPH
JMCTIAHCEPU3AIIUH MAH 06CAeIOBAHHH TIO
TI0BOZLY ZIPYTOTr0 3a60A€BaHMS.

OnepeguTo
0onesHb

Haunyumas kaunuyeckas crpareruss —
HAHTH OIYXOAb KaK MOKHO paHblle, B Uze-
are — einé Y n10ga. XoTs mpeHaTaAbHOe
obcAez0BaHHE B OCHOBHOM II03BOASIET
CIIPOTHO3HPOBATh PHCKH OCAOKHEHHH NIPU
6epeMEHHOCTH U BbISIBUTD IIOPOKH, B HEKO-

[ €M y pebEHKA ¢ (MHQPOMOM OMCOKAOHYC-MUOKAOHYC
He BbISIBEHA OMYXonb, 0bcnegoBaHne ¢ieqgyeT MOBTO-
PSITb KaXQble MoMroga B TeyeHue 2 neT, pebéHka (o-
BME(THO BEQUT NeguaTp, HEBPOSOr U OHKOSOL. ]

Kpaiine peako auarsoctupyor buna-
TepanbHyto HB, ata opma nopaxaer oba
HaZTOYeYHUKA U, TI0 JAHHBIM AHTEPATY-
pbl, Hallle pasBUBaeTCA y AeTel 10 O mec.
Oua umeer onpegeAéHHbIE KAHHHYECKHE
XapPaKTEPUCTHKH H, XOTS €€ HEPEAKO 06~
HapyKHUBAIOT y TMALMEHTOB CO CTazHen
3aboaeBanus 4S5, 61aroNPUSTHLINA MPOrHO3,
B OTAMYHME OT JIETCKOH YHHAATePaAbHOH
azpenarbuon HB'Y.

Hau6oaee pacnpocrpanénnas aoka-
ausanust HB — o06nacte HagnoyeyHukos
(35—40% cayuaes), mapaBeprebparbHbie
sabprommnnble HepsHble ranraud (30—
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TOpbIX cAydasx MoxsHo yBuzets u IHO,
B YaCTHOCTH HAZTMOYEYHHKA: SKCIEPTbI
YKa3bIBAIOT, YTO BU3YAAUSHPOBATD OITyXOAb
BoamozxHo nipu Y3 mroza mocae 32 weg
6epemennocty. B Cesepuoit Amepuxe rpu-
mepuo y 100 aereit B rog HB o6uapyzxusa-
10T Au60 MPEHATANLHO, AubO B Bo3pacTe 0
3 mec. [o nanabmv sxcriepros Llentpa cra-
tuctuku (Data center) u Jlerckoii ouko-
rorugeckoit rpymmbt (Children’s oncology
group, COQG), 5% Bcex HB unrepnperu-
PYIOT KaK «HEOHATAaAbHbIE» — 3TO O3HA-
4aeT, 4To JMarHo3 NOCTABAEH /10 POZIOB HAU
B NEPBLIE 28 QHEN 2xu3HK pebérka .

Bcem zetsiv 10 3 mec ¢ BbisBAeHHOH
HD ny:xHo ouennTs xAMHEYeCKHIT cTaTyC
¢ 0co6bIM BHEMAHHEM Ha COCTOSHHE KOX-
HOr0 MOKPOBA, BHIMTOAHHMTb KAHHHYECKHH
¥ 6MOXHMHYECKHH aHaAu3 KpoBH, Y3M
wen, 6promHoi noaoctu (ocobeHHoO TIe-
4eHM ), Ta3a M TOAOBHOTO MO3Ta, a TaKxKe
TPOBECTH TecT Ha oHKoMapkepbl™ 'S, [Tpu
OTCYTCTBHH KM3HEYTPOKAIOIIHX COCTO-
SHUH TIALMEHTDI 0 3 MeC OCTAaIOTCS MOJ
JAMHAMIYECKHM HaOAIOEHHEM, TIOCKOAb-
Ky B 9TOT CPOK BO3MOzKHa (MOHTAHHAS pe-
rpeccnst onyxoau®. Ecau o6pasosanue He
HCYe3aeT 10 ITOr0 BO3PACTA, BHITOAHSIOT
Becb CIEKTP 06CAEZOBAHHA ¥ PElIaloT
BOTIPOC O ZaAbHeHIeH TaKTHUKE BeJeHMS.
K axtunbIM geficTBHAM mepexozsT He-
MEQMeHHO, eCAM H3-3a AOKAABHOTO POCTa
nepsuyHoil onyxoan (npu craguax 1—3)
uAu opraHomeraruu (mpu cragun 4S)
BO3HMKAET yrpo3a 2KH3HH MalMeHTa, 06-
YCAOBAEGHHAs OJHAM HAM HECKOABKHMH 3
CAEZYIOIINX PACCTPOHCTB:

8 Tk AbIM 06ILHM cOCTOsIHMEM;

P wapymenusavy muTaHusA, BeAyIIMMH
K CHHKEHHIO pPa30BOTO 06bEMa KOPM-
A€HHs M/ HAM TIOTepe Beca;

- Qb|XdTeﬂbH0|7| HEQO(TATOYHO(TbHO, ompe-
ZIEAEHHOH 110 IOTPEOHOCTH B KUCAOPO-
ae unn no cozepaanuio CO, cbuue
60 mm pT.cT.;

I cocyaucroii negocratounoctoio (ru-
IIOTEH3UsA UAH FI/IHepTeHBI/IH B COOT~
BETCTBUH C BO3PACTHBIMH HOPMaMM
apTePHaAbHOTO JaBACHHs );

P neuénounol HeZOCTATOYHOCTDHIO,
onpeaeasemoit kak III crenenn Tokmy-
HOCTM no buanpybuHy, pubpuHoreHy
HAH TPOMGMHOBOMY BPEMEHH B COOT-
BETCTBHH C KpuTepusamu HauroHaab-
noro uncruryra paka CIIIA (Na-
tional cancer institute common toxicity
criteria);

P noueunoit megocratounoctsio (Ha-
pYIIEHHE BbIZEACHHUS MOYEBHHbI HAM
KpeaTHHWHA, BHOBb Pa3BMBIIHACS M-
ZpOypeTep UAY THAPOHEPPO3 HAH YCY-
ryb.AeHHE CTENeHH AMAATaLUH paHee
JMarHOCTHPOBAHHOIO);

I vHTpacnHanbHLIM pacmpocTpaHeHH-
€M OIYXOAH MAH BHOBb MOSIBHBIIAMCS

* OHKOMapképbl (onyxonesble MapKépbl) — BeEWe(TBa,
MOBbIWEHHAS KOHUEHTPAUMNS! KOTOPbLIX B KPOBW WA B f1H0-
60/l gpPYroi >XNQKO(TM OPraHM3MA MOXET YKAa3blBaTb Ha
Hanmume 310Ka4e(TBEHHOO npouecca. VX ypoBeHb usMe-
PSIOT B QUArHOCTUYEKMX UEnsiX, a TakxKe Qs KOHTPons
3G HEKTUBHOCTY NeYeHus.



{Casuistica}

[ Hempobnactoma — Hanbosnee pacnpocTPaHEHHAS 310KAYe(TBEHHAS 0NYX0osb Y geTel
MepBOro roQga XMU3HW, KAk NPABNI0, UMEWAs BPOXKQEHHbLIN XapakTep. K (0XaneHuto,
B MOMIOBMHE (IY4aeB €€ QMArHOCTUPYIOT C 3aN03QaHMEM, UXKE HA 3Tane MAcMBHOro

MATAa(TasnpPoBaHUA, YTO PE3KO (HUXKAET BbIDKMBAEMO(TD. ]

Puc ). NepnopbutanbHble 3KXMMO3bl U NAUMEHTA
( HEMPODNATOMON ( META(TATUYECKUM MOPAXEHW-
€M KOCTen 0pbutol Y pebEHKA 3 NeT.

06pasoBaHHEM 3TOH AOKAAMBALHHU 110
pesyabratam MPT nesasucumo or
HAAMYHS CHMIITOMOB;

I HerocTaTOMHOCTDIO APYTHX OPraHOB

HAM CHCTEM.

B 6oree mosauem Bospacre kaunuye-
ckast kaprusa HB nonumopdHa, a nepso-
HavyaAbHble CHMIITOMBI HECHELH(PUYHDI
U MOTYT HMHTHPOBATb HHble GOAE3HH.
Hau6oaee wactoie nposrenna Hb —
nanbnupyeMoe obpasoBaHHe B 2KHUBOTE
U GOAb, CBSI3aHHAsl C HH(UABTPATHBHBIM
POCTOM M TOCAEAYIOIIMM C/aBAEHHEM
6ausAexamux opraHos u Tkanei. Ilpu
AOKaAMBalWM O4Yara B CPEJOCTEHHH Ha
HePBbIH MAQH BbIXOZAT KAWEsb, 0Qblw-
ka n qucdams. Ecau HB pacronoxxe-
Ha B 00AACTH IIEH MAM B BepXHEH 4acTH
IPyZH, MOKET BOBHHKATb (MHQPOM [OpHe-
pa — nTos, Muos, sHoPTarbM. | [pu HEM
rAasHoe SIGAOKO 3allafiaeT, 3pavok C Of-
HOH CTOPOHDBI YMEHbIIEH, a BEKO CBHUCAET
(onymeno). Hb — arpeccusnoe 3HO,
crocobHoe K 6ypHOMY pocCTy, 4TO 06y-
CAOBAHBA€ET ZJOBOABHO paHHEE TOSIBAEHHE
0NYX0/1€eBOA MHTOK(MKAUAN ¢ XapakTep-
HBIMH JAsl OHKOAOTHYECKOro 3a60AeBa-
HUsl CAABOCTDBIO, TIOXyZAHHUEM, BSIAOCTDIO,
PBOTOH, 6AezHOCTDIO U Auxopazko. [ Ipu
HHBa3HH B CIMHHOMO3IOBOH KaHaA U CZaB-
AEHHH TIePU(PEPUIECKUX HEPBHBIX CTBOAOB
BO3MO?KHO Pa3BHTHE [1ape30B, Napanuyed,
OTEKAa KOHEYHOCTEH, a TaK:Ke HapylleHue
(PYHKLMH Ta30BbIX OPraHOB — 3aI0p AU

PUC 2. 3K30QTantM, (BA3AHHLIN ¢ METACTA3MPO0BA-
H1eM B 0pbUTY, Y pebEHKa B Mec

HeZep:KaHHe Kara, ZUCPYHKLHS MOYEBOTO

nysbips' 2520,

Kiunryeckue cummrombr, 06ycaoBaeH-
Hble META(TAd3dM|, Tak:xe BeCbMa PasHO-
06pasHbI B 3aBHCHMOCTH OT AOKaAH3alMH
I neprop6uTarbHble IKXHMO3BI —

«T'Aa3a eHOTa» MAU CHMITOM «O4YKOB»

(puc. 1);

Psk30hTanbM nmpu MeTacTasHpoBaHHH
B op6ury (puc. 2);
naabrnupyemble 6e360Ae3HeHHbIE M0Q-
KOXHbIE Y3e/KM roayboBaToro usera
(puc. 3);
60AM B KOCTSIX, NMaAblHpyeMmble 60-
Ae3HeHHble 06pPa30BaHUs B [IPOEKLIUN
KOCTeH;

8 HapyweHme 3peHmsl, BIIAOTD A0 OAHO#M
CAEIOThI;

I anemuueckuil mAM reMopparudeckuit
cungpoM (MpU MHPHABTPALIMH OIYXO-
AEBbIMH KAeTKaMH KOCTHOTO MO3Ta ).
Psiz cumnToMOB, He CBA3aHHBIX HEIO-

CPEACTBEHHO C aHATOMHUYECKOH AOKAAH-

3aLHMEH OIyXOAH, OObEAUHSIOT TEPMHUHOM

«napaHeonaacTuyeckne mHgpomol», Tak

HasbIBAIOT NPOSIBAEHHSI CO CTOPOHbI Opra-

Punc 3. MeTaratmyeckne 04am 8 MArkME TKaHw
(TOMbI Y NAUMEHTA 2 MEC ( HEMPODNATOMOA

HOB M cHCTeM, YQAanéHHbIX 0T OCHOBHOrO

0Ydfd MAM METacTasoB, BbI3BaHHbIE HPO-

AYKIHEH 3A0Ka4eCTBEHHBIMH KAETKAMH

AKTUBHBIX BEW|E(TB, HEFaTMBHO BAHSIOIIHMX

Ha MeTab0AU3M, HIMMYHUTET U PETyAATOp-

uple cucrembt 60abnoro?. [Tpu Hb k Ta-

KMM TIpH3HaKaM OTHOCAT CHHAPOM Of(0-

knoHyc-muoknoHyc (OMC), cexperopnyto

ZMapelo, apTepHaAbHYIO THIEPTEH3HIO,

THIIEPEMHUIO AUIIA, TIOTAMBOCTD, Pas/ipazkH-

TEABHOCTb, PEJKO — THIIOTAAAMHYECKYIO

AucPyHKImIoZ 2,

Jo 50% cayuaes OMC, y xortoporo
TIpeAIOAAraloT ayTONMMYHHbIH T1aTOTEHE3,
accoruuponannl ¢ HB, no npu HB ero ya-
crota ue npesbimaer 1—3%. Jlas atoro
SIBAEHHS], TAK:KE HU3BECTHOTO KAK CHH/IPOM
CTAHUYOWMX (11d3>» UAH dHLEearONATHS
Kunc6ypna, xapakTepHbl TpH OCHOBHBIX
CHMITTOMa:

I 0ncoknoHyYc — coBmecTHbIe GBICTpBIE
HEPETyAsIpHbIE ¥ HepaBHOMEpHbIE 110
AMITAUTYZIe IBHZKEHHS TAA3HBIX IOAOK,
06bIMHO B FOPU30HTAABHON TAOCKOCTH,
Haub0oAee BbIpazKeHHbIe B HAUaAe (PHK-
Call{H B3TAS/A;

[ NapaHeonnacTuyekuin (MHQPOM MPEQCTaBnsieT (oboil
KOMMAEKC NATONOMYECKUX SBAEHUIA, BbI3BAHHLIX (UCTEM-
HbIM QeicTBMEM BMOMOMYEKM aKTUBHBIX YbCTaHumi,
(MHTE31PYEMDBIX 310KAYEC(TBEHHBIMU KNETKAMM. ]
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HagQEe>XXHbI anropuTMm

K coxanenuio, 50% cnysaes Hb 06- [ (xeMa fleYeHWUs 3aBUCUT OT MPOrHOCTUYECKUX PAKTO-
POB, NO3TOMY MAUMEHTOB ( Y4YETOM (TAQUM, BO3PACTA,
(eHeTUYeKMX MAPKEPOB QENsT HA TPW (PYMMbl Ha-
6110QeHMs, NPOMEXUTOYHYH U BbICOKOr0 PUKa. |

Hapy>XMBaloT yxe Ha 3Tane MeTacTasu-
POBAHNSA B OTAANEHHbIE OT NEPBUYHOIO
ouara opraHbl. C yuétom Bo3pacTa,
CTagMW U JaHHbIX LLUTOreHeTUYECKOro
ananusa npumepHo 40—50% nauueH-
TOB C BbisiBieHHOW HB oTHOCAT K rpynne
BbICOKOr0 PUCKA, TpebyioLen HHTEHCHUB-
HOrO NPOTHBOOMYXOJIEBOrO JiedeHna®,
MNocne noareepxxaeHus 3HO ans ytou-
HEeHWsl AMarHo3a U OLeHKK pacnpocTpa-
HEHHOCTH NPOLLECCa BaXKHO BbIMNOJHWUTD
BeCb d/IMOPUTM OfJU'IeQOBdHI/Iﬂ, cocTosa-
LMK U3 BONbLIOrO KONMYecTBa lwaros?,
Onpegenenve KOHUEHTPAUWUK
OMYX0/EeBbIX MAPKEPOB.

* MeTabonuTbl KaTexonamMHOB (ro-
MOBAHWIUHOBOM W BAHWIWJIMWH-
LanbHOW KUC/OT) B MOYe — MeTof,
NO3BO/NAIOUWMWN YCTAHOBUTb WU
UCKNoUYnTb auarHos HbB. Y peten
C MIMEHHO 3TOM onyxosbto Habnofa-
0T Pe3KOoe MOBbILWEHWE IKCKPELUH
yKasaHHbIX BelwecTs noutu B 85%
CNy4aes.

HenpoHeunpunyeckas 3HoMa3a —
FNMUKOJIMTUYECKMU 3H3UM B BUAE
LBYX W30POPM Oy U Yy, COAEP>Ka-
LLMHCA B TOJIOBHOM MO3re U HEWPO-
3HOOKPHUHHbBIX TKaHaX. Y aetei ¢ HB
BbICOK TaK>Xe ypOBeHb COAepXKaHus
HCE B cbiBopoTKe, HO 3TO HE(Me-
UMDUYHLIA mapkép — Takue e
nokasatenu GbIBAIOT U NPU LPYrHUX
dopmax 3HO, Takux Kak Hedpo-
6nactoma, capkombl FOuHra u msr-
KUX TKaHeW, NMMdoMa, ocTpble
nenko3bl. Ha yposenb HCE Bauser
XpaHeHue obpasua Npyu KOMHATHOM
Temneparype, No3ToMy Heremosu-
3UpoBaHHas LesibHas KPOBb AOJK-
Ha 6bITb MCCnefoBaHa B TeueHue
2—0 4 Ha MecTe. Ecnu obpasey oT-
npasasioT B Apyryio nabopatopuio,
HeobXx0aUMO UCMOb30BaTb TONbKO
CbIBOPOTKY. Pe3ynbTar 3aBUCUT OT

BO3pacTa nauyueHta U obopygnosa-
HUSA, UCMONb3yeMOoro Ans TecTa.
MNokasaTenu «HopMa» WK «MNOBbI-
lWeHWe» cnepyeT onpenensdrtb no
pedepeHcHbIM 3HAYEHUSAM yupexx-
LeHus, roe NpoBOAAT U3MEpPEHHe.
f/1aKTATQerngporeHdasad — UMHKCO-
LeprKaliui BHYTPUKNETOUHBIN chep-
MEHT, KaTa/Iu3UpPYIoLWUi OKUCIEHUE
MOJIOYHOW KUCNOTbI B NUPYBAT U CO-
Lep>Kallunca NpakTUYeCKH BO BCEX
KneTkax opraHuama. Hanbonee ak-
TMBHA B CKENIETHOW MyCKynaTtype,
ceplleyHOW Mbiulie, NoYKax, neye-
HU U 3pUTPOLMUTaX, KOHLEHTpaLus
BellecTBa BO3PA(TAET NMpU MHOTUX
3HO. Mp# 3chbPheKTUBHOM NneyeHUU
YPOBEHb (hEPMEHTA CHUXKAETCS, UTO
MHOr4A NPUMEHSIOT ANS AUHAMUYe-
CKOro HabniofeHWs 3a OHKONOMU-
yeckuUMK 6onbHbIMKM. Heobxoaumo
YTOUYHWUTb, YTO BBUAY HE(neunduy-
HO(TW JaHHOro aHanu3a ero pe-
3y/bTaT C/iefyeT TPaKToBaTh B KOM-
nnexce ¢ APYriMu nabopaTopHbIMM
UccnefoBaHUSMU U AUHAMUKOM K/U-
HUYECKOW KapTHHbI.

DeppUTUH — ero ypoBeHb B CbIBO-
pOTKe KpoBH MOBbLIWAET(S y aeten
C OHKOJIOrMYeCKUMH 3abonesaHus-
MM, a B NPOLIECCE JIEYEHUS CHUXKAET-
CS 00 HOPMa/IbHOrO 3HaYeHus B ne-
pvog pemuccuu. Poct nokasarens
y nauueHTos ¢ HB npegnonoxurens-
HO MPOWCXOAMUT U3-3a NOPa>KeHUs
KOCTHOFO MO3ra W COMyTCTBYIOLLEN
aHeMuWM, Korga yBe/MuMBaeTCs Ko-
JINYECTBO HEWUCMOJIb3YEMOrO XKeJe-

3a, a HeWpobnacTbl HapalMsaloT
CUHTE3 (DEPPUTHHA U ero CEKPELUIO
B nia3my. [okasartenu aToro Mapké-
pa MoYTV HOPMAMbHBIE Y naLueHToB.
¢ Hb 1—2-# crtagui, HO 3aMeTHO
u3meHeHbl npu 3—4-#, a Tak>Xe npu
BOCNanuTenbHbiXx MUocdubpobna-
CTUYECKHX OMYXONsAX.
KAMHUYE KUl aHanNn3 kpoew ans
BbISIB/IEHUS AHEMHUYECKOrO CHHApPOMa
W /WU HaIMUUS TPOMBOLUTONEHHH.
Ananus bBMoXnMmyeKnx nokasa-
TEfIeN KpoBM ANA onpeaeneHUs PyHK-
LMK NMOYEK W NeYyeHU — B fasbHeHLIEeM
M3MepeHUss HeoBXo[UMO MOBTOPSTH
npu NPOBEAEHWU XUMUOTEPANHH.
MYHKUMS KOCTHOIO MO3fa — Tak
Kak ero nopaxkeHue npu Hb ouarosoe,
B3ATHE MaTepuana obs3aTesibHO W3 ue-
TbIpEX TOUeK: y feten go 12 mec — u3
rosneHerl U NATOYHbIX KOCTEH, y cTap-
LUMX — W3 NOAB3LOLHbIX rpebHeN.
TpenaHbuUonms kocTHoro Moara
U3 LBYX TOUYEK 3a4HWX NOAB3LOLUHbIX
KoCTeW y petei ctapue 18 mec.
A v:v LLIEW, FONNOBHOMO MO3ra (ec/iu
POAHWYOK OTKPbIT), CPEAOCTEHMUS, Opra-
HOB BPIOLLIHOWM NOMOCTH U 3aDOPIOLLIMHHO-
ro NPOCTPaHCTBa, Masioro Tasa.
MomoraeT BbISIBUTb ONyXoJb, Xa-
paKkTep U OOBEM MOPaKEHUs, a TaKxKe
OLeHUTb COCTOsHWe opraHoB (B NepByto
04Yepegb MeYEHU) M yTOUHUTb HanuuMe
meTacta3oB. Cnoco6 He MO03BOASAET
NOCTaBUTb OKOHYATENbHbIM AMArHoO3,
Hanpumep, obbéMHoe obpasosaHue
B HaNOYEYHUKE MOXKET ObITb KPOBOU3-
nuaHWeM B opran?’.

[ 0bwas h-neTHsAs BbIKMBAEMO(Tb MAUMEHTOB ¢ HEMPODBAACTOMOW NpPun -1 (Tagum
cocrasngeT 98%, npu 2-n gocturaet 94%, Npu 3TOM QOBOSILHO PE3KO (HUXKAET(S
90 57—67% npw 3-i (Taguu, @ Npu Y-i tHUXKAeT go 32—h(0%. (NoXXHO nepeoue-
HUTb 3HAYUMOC(Tb PAHHEr0 BbISBAEHWS 3TOW BbICOKOArPeC(MBHON 0NyXosnu. |
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PentreHorpaduueckoe, a npv He-
06X0AMMOCTH TOMOrpadHyeckoe (Ka-
HUPOBAHWE OPrAHOB FPYAHON KNeTKH
LNS BbISIBNIEHWUS BHYTPUTPYAHOH ONyXO-
M UKW MeTacTasoB. BoinonHsioT kak
npu nepeBuyHOM obcnefoBaHWM, Tak
W B nMpouecce Tepanuu 1 npu Habaoge-
HWM 32 NALUEHTOM NOC/IE SIeYeHUs.

KT- unu MPT-ckaHupoBaHue Bo-
BIeUEHHOW AHATOMUYe(Kon obnactn —
BO BPEMS HEro MOXKHO ONpPefesuTb pac-
noso)eHue, pasMepbl W CcTeneHb
pacnpocTpaHeHWsi ONyxoaeBoro nopa-
»enusa. Mpu napasepTebpanbHOM NoKa-
nusauuu genaiot MPT (MUHHOrO MO3ra
C LEeNblo UCKIOYEHUA MHTPadopamMu-
Ha/IbHOW WU MHTPACMWHaNbHOW UHUIIb-
Tpauuu.

B cuvnTurpagus ¢ '21-MUBT,
BK/1IOYAsi OQHOMOTOHHYIO 3MUCCHOH-
Hyto KT, — okono 95% HB 23-MUBI -
NO3WUTHUBHbI (puc. 4).
MO3UTPOHHO-IMUCCMOHHAS TOMO-
rpapua (M3T) ¢ 18F-dpropaesokcu-
rnoko3on? (puc. 5) — uccnenosanue
BbINOJIHAOT BCEM MaLUEHTaM C Hera-
TUBHbBIMW Pe3ynbTaTaMu NMpu UCMOJb30-
BaHUM CLUMHTHrpaduu ¢ '231-MABT.
0CTEOCUMHTUIPADUS C TexHeuu-
€M — UCCNefoBaHWE BbIMOJIHAIOT BCEM
nauMeHTam c 4-i ctaguei 3abonesaHus
C NOJO3PEHUEM Ha MeTacTaTUyeckoe
nopa)keHWe KOCTeMl, HEraTMBHbIMU pe-
3y/bTaTaMu MNpH UCMOJIb30BAHUH CLWUH-
Turpacoum ¢ '2I-MMBT 1 HeBO3MOXHO-
CTblo BbinosHeHus M3IT.

MPT ronoeHoro mosra npu 4-v
CTaguu WU /WKW Hanuuuu HEBPOSOIMNYe-
(KOW (MMMTOMATUKUA U /UK NOPaskeHHs
KocTer yepena (puc. 6).
(UCTONOMMYECKOe U UMMYHOIM-
(TOXUMUNYE(KOE HcCnesoBaHus Onyxo-
NIEBOrO MaTepuasia — OCHOBHOW MeTOA
OKOHYaTesIbHOW BepUdHKALMH AHUArHO-
3ay nauyueHTos c HB.

OueHka MONEKYMSIPHO-reHeTHYe-
(KNX MAPKEPOB B TKaHW ONYXOW WM
KOCTHOM Mo3re (ec/in nopaskeHue ony-
XOneBbIMU KeTkamu npesbiwaet 60%).
MpuHapgnexxHocTb K rpynmne Bbl(OKOrO
PUCKA onpemensitoT No MNPUCYTCTBUIO
MY CN-amnindpurkaumm, neneumm 1 guc-
6anaHca W1 NoTepu reTepo3uroTHOCTH
no nokycy 1p. Ecau atux npusHakoe
HET, PWUCK OLEHMUBAIOT KakK «HOp-
MasibHbIM».

Puc. 4. P-MIABI-cupHTUpaduyekoe 0bueqosamie
pebéHka ¢ Hb. OnpegensoTd 0Yari Natonomyeo-

(0 HAKOMEHWst PAQUOMapMIpenapara B nepamy-
HOM OMYX0NK, METACTA3ax B KOTsSX (CTpenkm).

{Casuistica}

Puc. 5. M3T pebénka ¢ HB. OnpegenaroTca
04arn NaTonoMYeKoro HaKOMIEeHUS Paguo-
(hapMnNpenapara B NEepBUYHOM ONYXou, Me-
Ta(Ta3ax B HAQKMKHMYHBIX W 3a0PIWMHHBIX
NMMOOY3NAX U1EBA V1 B NEYEHN (CTRENKM).

[ Yauwle Bcero HeinpobnacTomMa BO3HMKAET (Mopaguyecki:
(EMENHbIA XAPAKTEP OMUXonb MMeeT He bonee 4yem
y 1,2% naupeHToB. B page ¢1yyaeB 3aboneBaHne acco-
UMMPOBAHO ¢ QPUIMMI reHETUYECKUMN aHOMANUSMN, |

PrcyHok 6. MPT ronoBHOro Mo3ra Y pebeHka b Mec OTMEYaeT(d MeTATaTnie(koe NopaxeHme
ONOBHOrO MO3fa Y NaumeHTa ¢ 41 raguen Henpobnactombl. A poHTanbHol (pes. b. (amTrans:

HbIR (0e3. (DOTO M3 NMYHOID apXmBa).
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{Casuistica}

P mvoknonyc — M0/IEPTUBAHHUST HEDIIH -
AENITHYECKOTO XapaKTepa, KOTOPbIe
3aXBaTbhIBAIOT TYAOBHIIE, KOHEUHOCTH
H AMLIO;

8 arakws.

BosnukHoBeHMe 3THX KAMHHYECKHX
MIPU3HAKOB YacTO acCOLMHPOBAHO C Ha-
pYIIeHHEM CHa ¥ KOTHHTHBHBIMH pac-
CTPOHACTBAMH, a TaK2Ke C MOBEJEHYECKUMH
OTKAOHEHHsIMH — HaMbOAee XapaKTep-
HbI MAAKCHBOCTb, Pa3Zpa:KUTEAbHOCTD,
arpectnsi o OTHOLIEHHIO K POAUTEAIM HAH
Kk cebe. Bee aetn ¢ OMC gorxubr 6biTh
obcAez0BaHbI ¢ 1eAbIo HckAlodenns HDB,
U KAYEBbIE MeTob! BbisiBAeHHsT — K 1
uau MPT 1men, rpyanoit kaetku, 6proni-
HOHM IOAOCTH M MaAoro Tasa. BazHo ot-
METHUTb, YTO PH OTCYTCTBHH JAHHBIX, 1071 -
TBEPKJAIOIIUX HAAMYHE OTYXOAH y ZeTel
¢ OMC, auarnocTiyeckuii MOMCK cAezyeT
HOBTOPATDb | Pa3 B O ME( Ha MPOTSAAKEHUH
2 aer. Ilpu atom mamment myxzaercs
B JMCIAHCEPHOM HAaOAIOZEHHH TeMaTpa,
HeBpoAOTa M QET(KOr0 OHKoMora. Ecam
M0 MCTEYEHHH PEKOMEHIYeMOro CpPOKa
(24 mec) y pebenxa ¢ OMC ue BoisBAeHO
aannpix 3a HDB, ero cuumaror ¢ onkoaoru-
yeckoro yueta’*?,

Astot ToAbko 1% m3 mux. Ilpu mogo6ubix
TPOSBAEHUSIX Y pe6EHKa paHHETO BO3PACTa
HEO6XOAMMO HPOBEJEHHE OHKOAOTHUECKO-
rO CKpUHHHTa”, YuHTbIBasi BBICOKYIO CKO-
POCTb Pa3BUTHS ATOAOTHHECKOTO MPOIIEC-
ca M ero KAMHHYeCKHe MacKH ¢ HanGoAee
PaCIIPOCTPAHEHHBIMU «MAAJIEHYECKHMH»
60Ae3HAMH, BazKHOH YA(TbIO MEPBUYHOIO
OHKOCKPHHHHTA JIOAZKHO cTathb Y3/ bprow-
HOW M0MOCTU HOBOPOX/IEHHBIM C YIIOPHOM
CHMIITOMATHKOR KOKHOH aTONMH, TPYZAHO-
KyTHPYeMOH aANepTHH K 6eAKaM KOPOBbe-
ro MOAOKa.

KnacmonuypoBato
NOABMABHO

Juarnoset HB u 'HDB ycranasausaior na
OCHOBAHHMH OOHapyeHUs XAPAKTEPHbIX
KNETOK IpH THCTOAOTHYECKOM HCCAEZI0BA-
HUM TKaHU OMyXOAH (C HMMYyHOTHCTOXH-
MHMYeCKUM aHaAH30M HAH 63 TaKOBOrO)
HAM 7€ B IyHKTaTax M TPeNaHOOHOMTa-
Tax KOCTHOro Mmosra. Bo Bcex cayuasx
JIOTIOAHHTEABHO TPeByeTCst OATBEPK e
HUE TOBBINIEHHOTO YPOBHS METAD0NUTOB

[ Mpn OTCUTCTBUM XXUHEYrPOXKAOWMX (OCTOSIHUA naup-
eHTOB ¢ HelpobnactomMoii Mnagwe 3 Mec NPOQosMKAT
QUHAMMYE(KN HADBMQAaTb, MOCKOMLKY B 3TOT (POK BO3-
MO>XEH (MOHTAHHbIA perpecc onyxonu. ]

Y psza maupenTtoB BospacTaeT mpo-
AYKUMS Ba3OMHTECTHHAADHOTO TIENTH/A,
KOTOPbIH 06AaZ1aeT BbIpazKEHHbIM PACCAa-
GASIOIINM JIEHCTBHEM HA TAQJKHE MBbIIII-
1Ibl KPOBEHOCHBIX COCY/IOB U C(HPMHKTEPDI
KBKT, ypeanunpaeT KNWEYHYO (EKPEUMIO,
KOAMYECTBO (pepMeHTOB U OHMKapOOHATOB,
BbIZIEASIEMbIX TIOJ2KEAYZIOYHOH KEAE30H,
TOPMO3HT BbIpabOTKY COASHOH KHCAOTDI
06KAAIOYHbIMH KAETKaMH :keAyzaka. Pe-
3YAbTAT STHX USMEHEHHUH — JIAMTEAbHasI,
MHOTOKpaTHasl, TA0X0 Kynupyemast BOQsHI-
(Tast guapest obbémom 6oree 0,8—1 a/cyr
c 06e3BO:XHBAHUEM, TMIOKaAHEMHEH
u axroprugpuert. CrozkHO AMArHOCTHPO-
Batb HD B zc610Te 3a60reBanus y ma-
LIMEHTOB C TAKMM CHMIITOMOM B Ka4eCTBE
OCHOBHOTO — y JI€TeH CAMIIKOM WWPOK
(MEeKTP NPNYUH AAST BOBHUKHOBEHHS sKUKO-
IO CTyAQ, @ HeHPOTeHHbIE OIyXOAH COCTaB-
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KATEeX0MdMUHOB B ChIBOPOTKE KPOBH M/
uAu Move. PacnpocTpaHéHHOCTb Ipo-
11ecCa KAACCU(MULMPYIOT B COOTBETCTBHH
C MeKlyHAPOAHBIMH KPHTEPHAMH CTaZHH
npu HB (International neuroblastoma
staging system, INSS), xoropbie oT-
HOCATCA K MOCTXMPYPINYECKOl crcTeme

oreHkn’’.

P Cragus 1:

— MaKpPOCKOMHUYeCKH MOAHO(TBbIO Yga-
NEHHOE 06pa3soBaHHE C MHKPOCKO-
NUYECKH OCTATOYHOH OIYXOABIO
UAM 6e3 He€ 6e3 MopaXkeHusT UIICH-
AaTeparbHBIX U KOHTPAATEPAABHBIX
AUMDATHYECKUX Y3AO0B;

— HIICHAATEPaAbHble AUMQaTHYECKHE
Y3AbI HE MOPAXEHbI, YTO MOATBEP2K -
ZeHo MHKpockonudeckH (zomycka-
€TCs1 BOBAEYEHHE HelocpeCTBEHHO
IPHUAEZKALIMX K OITyXOAH TOAHOCTDIO
YZAAEHHDBIX AUM(ATHIECKHX Y3A0B).

8 Cragus 2a:

— MaKpOCKOIHYeCKH MOMHO(TbI0 YQga-
NEHHOE CPEeAMHHO PACIIOAOKEHHOE
06pasoBaHHe C MHKPOCKOIHYECKH
OCTAaTOYHOH OITYXOABIO HAH 6€e3 Heé
( MOPAXEHWUEM HIICHAATEPAADHBIX
U 6e3 MopazkeHHss KOHTPAATEPaAAb-
HBIX AUM(aTHIECKUX Y3AO0B;

— MAaKpPOCKOIIHYECKH He MOAHOCTDHIO
yan\éHHaH /I0KAann30BaHHaAa omy-
XOADB¥;

— UICHAATepaAbHble, He CBSI3aHHbIE
C OIYXOABIO AHUM(ATHYECKHE Y3AbI
He MOPAXeHbl, YTO MOATBEP:K/IEHO
MHKPOCKOIHYECKH.

8 Crazus 2b:

— MaKpOCKOIHYEeCKH MOMHO(TbI0 Yga-
NEHHOE CPeMHHO PACIIOAOKEHHOE™*
obpasoBaHHe C HAH 6e3 MHKPO-
CKOMHMYECKH OCTATOYHOH OIYXOAH
( MOPAXEHWEM HIICHAATEPAABHDBIX
U KOHTPAATEPAAbHBIX AHM(paTHYe-
CKHX Y3A0B;

— /10KANN30BAHHAS OIyXOAb MaKpPOCKO-
IIMYEeCKH MTOAHOCTbIO HAH He TIOAHO-
CTbIO yZIAAEHHAS;

— HOpaxeHHe HIICUAATePAAbHbIX, He
CBSI3aHHBIX C OITYyXOAbBIO AUM(ATH-
geckux y3A0B (OTCYTCTBHE BOBAe-
YeHHs] yBeAHYEHHbIX KOHTPATePAsb-
HbIX AMM(PATHYECKUX Y3A0B JOAKHO
ObITb MOATBEPKAEHO MUKPOCKOIH-
HeCKH).

P Cragus 3:

— HE MO/HO(TbI0 yaaA€éHHAsT YHHAA-
TepaAbHasl OIyXOAb, Mepexozsiast
CPeJVHHYIO AMHHIO®*¥, C MopaxeHu-
eM AUM(ATHYECKHUX Y3A0B UAU Oe3
TaKOBOTO;

— AOKAAM30BaHHAsl YHHUAATEpaAbHas
OIyXOAb C IOpaxieHHeM KOHTP/ATe-
PANbHLIX AUM(ATHYECKUX Y3A0B;

— He [TOAHOCTbIO yAAAEHHasI CPeIUHHAsT
OIyXOAb ¢ OUNATePAnbHLIM pacmpo-
CTPaHEHUEM ITyTEM HH(PUABTPATHB-
HOTO POCTa HAM ZIBYCTOPOHHUM II0-
pazkeHHeM AMMATHIECKHX Y3A0B.

* (Taguto 3a00NeBaHNS MPN NEPBUYHO-MHOXE(TBEHHBIX 0NYX0MSX (HanpuMep, 04arv B 060MX HAQNOYEYHUKAX) OUEHN-

BAOT N0 Hanbonee NopakEéHHOI (TOPoHe M 0b603HaYatoT bykeoin M.

** 33 (DEQUHHYI MMHWI0 NPUHUMAIOT MO3BOHOYHbLIA (T0NH. ONYX0nK, PACMONOXKEHHLIE HA OQHOM (TOPOHE U NepeceKar-

wye (PEQUHHYIO SIMHWID, GOMKHBI MHDUALTPUPOBATL MPOTUBOMOMOXKHBIA KAk MO3BOHOYHOO (TONBA.



8 Cragus 4: no6ast nepBuuHast OMyXOAb
( QUCCEMUHAUMEN B yAaAéHHbIE AUM]a-
THYECKHE Y3AbI, KOCTH, KOCTHBIH MO3T,
TeyeHb, KOKY H/HMAH ApyTHe OpraHbl,
3a HCKAIOYEHHEM CHTYALMH, OIHCaH-
HBIX TIpH cTazuu 4s.

P8 Cragus 4s: rokarusoBaHHas omy-
xoAb (cooTBeTcTBylomas craausam 1,
2a unu 2b) ¢ guccemunanmed, orpa-
HUYEHHON TOABKO IeYeHblo, Koxel 1/
MAM KOCTHBIM MO3TOM, y ZeTell MAaz-
we 1 roza*.

Tax kax Tepanust HB saBucur or co-
YeTaHust NPOrHO(TUYE(KUX (HAKTOPOB, marH-
€HTOB IeAAT Ha IPYIIIbI PUCKA.

B Poccun kaunmueckue pexomenza-
MM TI0 AMAarHOCTHKE M AEYEHHIO DTOTO
3a60.A€BaHMS OCHOBAaHbI Ha IIPOTOKOAE
NB2004, nepeonauaabHo pazpaboTaHHOM
crierarictamu u3 [ epmanmy’!,

8 rpynna Habaogerns:

— cragus 1; Bospact 0—18 aer; orcy-

creue ammauguxauuu resa M YCN;;

— crazus 2; Bospact 0—18 aer; o1-
CYTCTBHE aMIAHQHUKALMH TeHa
MYCN; orcyrcrsue abeppanuit 1p
(dellp, imb1p);

— crazus 3; Bospact 0—2 roza; ot-
CYTCTBHE aMIAHQHKALMH TeHa
MYCN; orcyrcrsue abeppanmii 1p
(dellp, imb1p);

— cragus 4s; Bospact a0 1 roaa; or-
CYTCTBHE aMIAHQHUKALMH TreHa
MYCN.

B NpomexyTouHas rpynna:

— craaua 2/2; sospact 0—18 aer;
OTCYTCTBHE aMIIAM(HUKAUK TeHa
MYCN; unaruunme abeppamuu 1p
(dellp, imb1p);

— craaus 3; Bospact 2—18 aer; ot-
CYTCTBHE aMIAHQHKALUH TeHa
MYCN;

— cragus 4; Bospact zo 1 roza; or-
CYTCTBHE aMIAH(HKAUUM TeHa
MYCN.

8 rpynna BbicoKoro pucka:

— cragus 4; Bospact 1—18 ser;

— avnaugukauuu rena MYCN ne-
3aBHCHMO OT CTaZHH 3a60AeBaHHUs
u Bospacta (0—18 aer).

{Casuistica}

[ OCHOBHOW MET0Q OKOHYaTesnbHOW Bepudukaumm gua-
(HO3a HenpobnacToMbl — NOCTXNPYPINYECKNIA, OH BKAIO-
YAeT (MCTOMOIMYE(KOe N UMMUHOMMCTOXMMUYE(KOE 1ce-
QOBAHUA YQaneéHHoro onyxosnesoro MaTepunana. |

WaHbl eTb

B nacrosimee Bpems o6was 5-AeTHss BbI-
xuBaemocTh maruentos ¢ HB mpu 1-i
crazuu coctaBasiet 98%, mpu 2-it — 94%,
HO PE3KO (HUXKAET( 210 57—67% npu 3-fi u
10 32—50% npu 4-i*2. B cayuae rokaru-
30BaHHbIX BapuanTos (4s) manc npo:xuth
5 aet ectb y 75% 3aborebmmx. Taxoit
TIPOTHO3 OTYETAMBO J€MOHCTPHPYET, UYTO
PdHHEE BbIABAEHNE — Ba:KHeHIIast 3aza4a
B 60pbbe ¢ HB. Muuuparbnbiii o6bém Te-
paruM MallMeHToB, CTPATHPHIMPOBAHHbIX
B (PYNNY HADIOQEHWS, 3aBHCHT OT pac-
IIPOCTPAHEHHOCTH OMyXOAEBOTO TIPOLIecca
M HAAMYUS] 2KUSHEYTPOKAIOIINX COCTOSTHHE
Ha MOMEHT NOCTAHOBKH ZIHarHosa. XHpyp-
IMYECKOEe BMEIIATeAbCTBO PaCCMATPUBAIOT
B KauecTBe OCHOBHOrO METOQA AeHEHHS.
B cayuae coxpanenus yrposbi xusHu no-
KasaHa XMMHOTEpAIIHSL.

Bcem nauyentam rpymime: npoMexkyToy-
HOrO PU(KA ITOKA3aHA HHTEHCHBHAS HHAYK -
uponnas noauxumuorepanus ([1XT) us
1IIECTH aAbTEPHUPYIOIHUX KYPCOB C OTCPO-
YeHHbIM XHPYPIHYeCKHM BMEIIATEAbCTBOM.
Creayromuii aTan — 4eTbIpe Kypca Tepa-
IIHH LUKAOPOCPAMHUAOM C BO3MOKHDBIM
MOoCAeAYIIIUM AuPdepeHIHPOBOYHBIM
AedenneM 13-muc-peTuHOEBOH KMCAOTOH
(aessatb xypcos). Jucranuumonnoe 061y-
YEHWE Ha AO2Ke TePBHYHON OMYXOAH BbI-
TIOAHAIOT IPH HAAUYHU MeTabonmyeckn ak-
TueHoro 3HO nocae arama [TXT.

Bcem naupentam, orHecéHHbIM K rpyTI-
e BbI(OKOr0 pucka, mokasana I IXT (mecrnb
AAbTEPHHPYIONIHX KYPCOB M OTCPOYEHHOE
XMPYpPTHYECKOE BMEIIAaTeAbCTBO). 3aTeM
BBITIOAHSIIOT BBICOKOZ03HYI0 X | ¢ mocae-
AYIOIEd ayTOAOTHYHON TPAH(MAAHTAUM-
e/l TeMOTO3THYECKHX CTBOAOBBIX KAETOK
(ayro-TT'CK). B cayuyae coxpanenus

[ Ba>XKHAa 4acTb NepBMYHOr0 OHKOAOMYECKOro (KPUHWUHIA
y MrageHueB — Y3 opraHoB BPHOWHOKM NOMOCTK, B Mep-
BUIO oyepegb Y geTer ¢ YnopHoM guapeen, Konmkamu
N HEKYNMPYEMbIMU (UMNTOMaMK ABKM. ]

MeTabOAMYECKH aKTHBHOHM OIyXOAH MOCAE
HHUIIXT nepea ayro-TI'CK nposo-
JAT AeYeHHEe MeTaHoJ0eH3HArYaHHIHHOM
(*P’I-MWBTI'). B aabueiimem B pam-
Kax MPOTOKOAQ PEKOMEHZOBAHbI JEBSTh
QUG epeHuMpoBoYHbIX Kypcos 13-mmc-
PETHHOEBOH KHCAOTbI B Ka4eCTBE IOCT-
KOHCOAMZHPYIOILETO CPEACTBA.

ZJlucraniponnyio AyueBylo Tepariiio Ha
AO2K€ TIEPBUYHOH OIyXOAM B 3TOH TpYIIIE
TIPOBOJIAT TIOCAE BOCCTAHOBAEHHMSI TIPH Ha-
AMYHH METAD0NNYE(KN AKTUBHOW OITYXOAH.
pesy]\bTaTbI A€YEHHA ﬂ,aHHOﬁ KOropThl,
HECMOTPSI HA MyABTHMO/IaABHBIH MOAXOZ,
ZIOATO OCTaBaAHCh KpaHHE HEYIOBAETBO-
puteabtbivu. OzHaKo B HacTosILIEE BpEMST
[ALMEHTaM, Y KOTOPDIX IIOAYYEH XOPOIIUH
OTBET Ha TPE/bIAYIINX JTalaxX, B KAYeCTBe
IOCTKOHCOAM/ALMK TPUMEHSIOT HMMYHO-
tepanuio antu-GD2-MOHOKNOHANLHBIMA
AHTUTENAMU, KOTOpblE YAYYLIAIOT OOILYIO
U 6eCcCOObITHAHYIO BbIXKUBa€MOCTb.

ok

Camast yacrast 1 3A0Ka4eCTBeHHAs OMXOAb
paHHEro BO3pacTa IPOTeKaeT C MHHUMAaAb-
HbvH puckamu, ecan HD o6napyzxuau Bo-
BPEMS — aHTEHATaAbHO HAM y MAajeHLa
MAaziie 3 Mec — M BOBPEMsl HAYaAd Ae-
yenue. PeanbHble HHCTPYMEHTbI AAst 06e-
criedeHust 6AAronpUsATHBIX HCXO/0B TaKOBbI:
OTBETCTBEHHDIH [I0/[X0/] K YABTPa3BYKOBOMY
Tpe- ¥ HEOHATAAbHOMY CKPHHHHTY’, 06s1-
sareabHoe Y.3W npu Boissaennu ymoproit
ZMaper, KOAHK, KallAsg U APYTHX Heclie-
U(PHIECKUX CUMIITOMOB, COXpaHeHHe Bbl(0-
KOW OHKOHA(TOPOXXEHHO(TW BCeEMU BpayaMH,
OKa3bIBAIOIUMH TTOMOILb ZETAM. 3 i

* NMpu Taguy Hs HA CUMHTUrPadKK ¢ MeTanogbeHsunrya-
HUQWUHOM OTCYTCTBYET NATOAOMMYECKOE HAKOMAEHWE npe-
Naparta B KOCTHOM MO3(€, @ er0 NOPAXEHUEe QOSXKHO BbbITb
MUHWMANbLHBIM 1 HE NpeBblwaTb 10% 0T Ynwia ssgpocogep-
KAWmX KNeToK npu OUEHKe MUEeN0rpaMMbl U TPenaHo-
buonTata. bonee MalMBHOE MOPAXEHWE KOCTHOrO MO3fa
TPAKTYIOT KAK H-10 (Taguio.

Bubnuorpaduio cm. Ha c. 84—87.
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[IPABO IbILIATb W XOAUTb

JIEYEHUE CIMHANBHOM MbILUEYHOM ATPODUM: 3THOTPONHBIE N NATOTEHETHUECKME NOJXOAbI
OBNANATENN TEHHOT0 AE@ERTA: HE BCE OHU bONbHbI CMA!

Hocurtenb MYTaHTHOro

BapuaHTa reHa — 3ﬂUPUB|J||7| 25%
CMA (SMNT)

@ 1 HOCHTER 5 Peromvnmueck

340poB

Hocurtenb MyTaHTHOrO
BapUaHTa reHa

RN - CMA (SMNT)

_— BONbHOI 25%

KAK PABOTAHIT PASNHYHBIE NEKAPGTBA OT CMA?

I
JTHOTPONHbIK 3chheKT MatoreHeTHueckue apheKTbi

i OHaceMHoreH abenapBoBek Pucanunnam HycuHepcen Banbnpoesas kucnora
BupycHbii BekTOp gocTasnsier . ! Hebonblas monekyna, AHTUCMbICIOBOM Wcnpaenset npotecc
: 3[,0POBbIN BapHaHT reHa i ' npou3BojHas NUp1Aa3nHa, O/IUroHyKNeoTUR™, dopmupoBaHus 3penon MPHK
SMNT B 98P0 KNETKM. . | Moguduumpyet paboTty cBa3biBaetcs ¢ npe-MPHK, uepes BCrOMOraTesibHble :
] Bctpausanus 8 JHK ! - reHa SMN2, aktueupys ONTUMHUIUPYET CUUTbI- MexaHu3mbl (SR-6enkun u Htra2-g1- |
E He MPOUCXOLMT, = ero HepaboTaroLmi BaHWe 7-ro aK30Ha thakTop, AealLeTUAMpoBaHUe .
] HO OH HafIéXKHO paboTaeT ] 7-% 3K30H B fedpekTHoM reHe SMN2 FMCTOHOB) :
: » ;
[ 1 : ,|

C nomoubio 3Tux npenaparoB SMN2 npuHUMaeT Ha cebst dhyHKLMIO
SMNT n obecneunsaeT cuHTes 3penoi MPHK

| !

MpusHecéHHbIl reH (SMNT) o6ecneunBaer 3penas MPHK cny>xut matpuuei ana cuHTesa
BbI)KMBaHWE MOTOHEMPOHOB ¢ yHKUMOHaNBHO NosHoueHHoro 6enka SMN
! A !

.,/\\../A\../\\ B T 4
|

Ha ¢oHe neueHus be3 neueHus
MonHoueHHbIM Genok SMN AedekTHbit 6enok SMN
v - v
MoTopHble HelpOoHbI pa3BuBatoTCS -« ‘\ - MoTOpHbIe HEHPOHbI FTMBHYT, MbILLLbI
HOpMaJibHO, CUMNTOMbI CMAr4yaloTCAa 5 anOCbMpyIOTCﬂ, nauueHT Tepsaet
WU ucyesatoT noaABUXHOCTb U Cﬂ0C06HOCTb Abllatb

\ CMA — 1sxénoe HacnefCcTBeHHOE 3a00/1eBaHWe, NePeaatoLL,Eeecs ayTOCOMHO-PELLECCUBHBIM NYTEM.
BblBun. PanHsis guarHocTvka v 6esotnaratesibHOE Hayaslo JieueHHs NO3BOJIAOT CBOEBPEMEHHO OCTaHOBHTb Pa3B1THE
MaTosIorM4ecKoro NPOLECca WK Aayke YaCTMUHO BOCCTAHOBWTb paHee yTpadeHHble OYHKLUK. DTUOTPOMHbIM
npenapar MOXHO NPUMEHUTb OHOKPATHO, & NaToreHeTHIeCKHue TPeBYIOT NOBTOPHbIX BBEAEHWH NOXKU3HEHHO.

* AHTUCMbIC/IOBbIE ONIMrOHYKeoTHAbl — oaHouenouyeurble PHK anuHoi 16— 18 Hykneotuaoe, komnnemeHtapHble MPHK, npouasoanmoii B knetke, nu reHy-muwenu. Mpu BBeseHuu B kadecTse
JleKapcTBa OHW CNOCOGHbI NOAAB/ATH WM aKTUBUPOBATb PaboTy reHOB.





