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A.A. BapaHoB, B.H0. Anb6uLKMiA

W) Check for updates

(X0l

HWW neanaTpun n oxparbl 3gopoBbs ageten HKL N2 GIBHY «PHLX nm. akaa. b.B. MNeTpoBcKoro»,

MockBa, Poccuitckasa ®eaepauma

Bbiajalouieecs coobiTUE B UCTOPUMU
OXpaHbl 30POBbA POCCUUCKUX lETEMU
(K 260-neTHto co AHA OCHOBaHHUA
UmMmnepaTtopckoro MOCKOBCKOro
BOCnUTaTeJIbHOro Aoma)

KoHTaKTHas uHpopmauus:

AnbbuLKni Banepuit OpbeBuY, LOKTOP MEAULIMHCKUX HaYK, Npodeccop, rMaBHbIM Hay4HbI COTPYAHUK OTAENa COLMaNnbHOM NeauaTpuu v opraHusaLnm
MYNbTUAUCLMNAMHAPHOTO conpoBOXAeHWs aeter HAWM neanatpumn u oxpaHbl 3qopoBbs aetent HKLL N22 GIBHY «PHLIX um. akaa. b.B. MeTpoBcKoro»

MwuHo6pHayKkn Poccuu
Appec: 119333, MockBa, yn. dotueBoi, a. 10, ctp. 1
Cratbs noctynuna: 30.05.2023, npuHaTta K neyartu: 11.08.2023

Ana umtnpoBaHusa: bapaHoB A.A., Anbbuukui B.HO. Bbigatoweecs cobbiTue B UCTOPUM OXpaHbl 340POBbS POCCUMUCKUX
neten (K 260-neTuto co AHA OCHoBaHMS MimnepaTtopcKoro MOCKOBCKOro BocnuTaTelbHOro goma). Bonpockl coOBpEMEHHOM
negmnatpmmn. 2023;22(4):286-288. doi: https://doi.org/10.15690/vsp.v22i4.2590

1 ceHTA6pA (12 ceHTa6ps No HoBOMY cTUN0) 1763 roga
HaBcerga BOLWMNO KaK KpacHas gaTa B MCTOPMIO PasBUTUSA
POCCUWCKOM CUCTEMbI OXpaHbl 340POBbS MaTtepn U pebeH-
Ka, OTeYeCTBEHHOW NeanaTpUYECcKOM HayKM W MPaKTUKMU.
B atoT geHb 260 net Hazag umnepatpuua EkaTepuHa
Btopas noanucana Manudect 06 yypexxkaeHnn B Mockse
«CvponutanbHOro goMa» ¢ rocnutanem ans 6eaHblX poanb-
HWUL, Ha3BaHHOro MMnepatopcknm MOCKOBCKMM BOCNUTa-
TenbHbiM JomoMm (MMBL). JaHHoe ydpexieHune, 6e3 npe-
yBenumyeHns OydeT CKal3aHO, Cbirpafio YHUKaNbHYO POSib
B CTAHOBJIEHUW NeanaTpun K akylepcTBa, 61aroTBOpu-
TeNbHOCTU M Neaarornku B Poccuu.

B Poccuitckon Mmnepun Bo BTOpor nonosuHe XVIII Beka
npo6nema cOepexeHns XW3Hu MIafeHLUEB MpuBAeKaeT
K cebe BHMMaHWe obuiecTBa [1]. 3gecb npex/ae BCero cne-
[OyeT cKazaTb 0 nucbMe M.B. JTomoHOocoBa noj Ha3BaHbEM
«O pa3MHOXEHUU W COXPaHEHUM POCCUWCKOro Hapoaa»
(1761) BbigatolwemMycs rocygapcTBeHHOMY aesaTtento rpady
MBaHy MBaHoBKYY LLlyBanoBy, B KOTOPOM BENMKUIN Y4EHbIN

Alexander A. Baranoy, Valery Yu. Albitskiy

B LeNIAX CHUXEHUS KpalHe BbICOKOW AETCKOM CMEPTHOCTU
npegnaran co3gaBaTtb BOCNUTaTENlbHble [OMa, 3anpeTutb
KPecTuTb JeTev B XONOLHOM BoAe, a cpeau MnoBMBasb-
HbIX 6a60K pPacnpoCTpaHATb CreuuanbHylo nutepatypy.
Heo6xoaMMOCTb CO3aHUs BOCMUTATENbHbLIX JOMOB AWUKTO-
BaslaCb 3HAYMTENbHBIM YUCIIOM AETEN, POXKAAIOLWMXCA BHE
6paKa, YTO COMPOBOX/AaNoCb YPe3BbIHAMHOM COLMaANbHOM
npo6aemMon — NOAKUAbIBAHWMEM HOBOPOXKAEHHbIX, @ NOPOW
M ux youncteom. B TpakTate npodeccopa MOCKOBCKOro
yHuBepcuteta C.I. 3bibenvHa «CnoBo o crnocobe, Kak npeay-
NPeanTb MOXHO HEMaNOBaXKHY0 MEXIY NPOYUMU MeLJSIEH-
HOIO YMHOXEHWS Hapofa MPUYMHY, COCTOSALLYI0 B Hernpu-
JIMYHON MULLE, MNajeHLaM faBaeMon B MepBble mMecsLbl
MX XM3HW» (1780) ob6eyxpanacb npobnema npasBuibHO-
ro BCKapM/IMBaHUA MAafeHLEeB AN NpeaynpexaeHus ux
cmepTHocTU. [podeccop lMeTepbyprckon rocnuTanbHOM
wKonbl H.M. MakcumoBu4-AMOOAMK B NEPBOM OTEYECTBEH-
HOM PYKOBOACTBE MO aKylepcTBYy «MCKYCCTBO NOBUBaHUS,
unu Hayka o 6abuybem aene» (1784) npefctaBun 60MbLIOM
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pa3gen o 601e3HAX HOBOPOXKAEHHbIX. TaKMM 06pa3oM, CO3-
faHne MmnepaTtopcKoro BocnutatenbHoOro goMa B MockBe,
a cnycta 7 net, B 1770 roay, B lNeTepbypre ctano CBOEro
pofa KOHKPETHbIM OTBETOM rocyAapcTBa Ha 3anpoc Bpeme-
HWM — HEOB6XOAMMOCTb NMPUHATUA MEP MEAUKO-COLMaNbHOro
XapaKTtepa B 061acTi oxpaHbl 310pOBbS AETEN.

B MaHudecte 0 co3gaHMM BOCOMUTATENbHOMO AOMa nps-
MO YKa3blBanoch: «..onpegensieM 6biTb eMy rocyaapCTBEH-
HbIM yupexaeHuem». Cnycta yxe 9 MecsiueB nocne nosis-
nenns Manudecta, 21 anpens (2 mas Mo HOBOMY CTUIIO)
1764 roga, nog nepBbli KameHb dyHAaMeHTa HavaBLlerocs
€ro CTPOUTENbCTBA 3al0KUAN MEAHYIO JOCKY C Bblpe3aHHOM
Ha NaTMHCKOM M PYCCKOM f3blKax Haanucbto: «EkatepuHa I,
umnepaTpuya n caMmogepulia BcepoccuicKas, 4 coxpa-
HEHWNS KN3HN 1 BOCMMTaHMs B MoJb3y obLiecTBa B 6e4HOCTH
POXKAEHHbIX MAajeHUeB... MoBesesa CoopyanTb cue 3aa-
Hue...». CnepgoBaTtenbHO, MOXXHO 060CHOBaHHO 3asiBWTb, YTO
yupexaeHue MmnepaTtopcKux BoOcCNUTaTEsIbHbIX [JOMOB
MOJIOXKKU/I0 Ha4vano co3gaHuio B Poccumn rocygapcTtBeHHOM
CUCTEMbl OXpPaHbl 3J0POBbA AeTel, HaXoAALWMUXCA B onac-
HOM ANA XXU3HU cUTyaLuu [2]. Micxoas M3 gaHHOro nocbina,
10 net Ha3ag neguaTpuyecKas 06LECTBEHHOCTb NOCBATMAA
250-netHeMy to6une 3Toro cobbiTa B ucTopuu Poccumn
Hay4HO-NpaKTUYeCKylo KoHdepeHuuto «DPapmaKoTepanus
W OMEeTOoNOrns B neguatpuu», TOPXKECTBEHHAs 4acTb KOTO-
pon npowna B 3ane LEPKOBHbIX COBOPOB XpamMa XpucTa
Cnacutens. B o3HameHoBaHuWe tobunes Cot3 neguvaTpos
Poccum yupeann cBoto MOYETHYIO Harpagy — Megasb B NamsaTb
OHOr0 M3 OCHOBOMOJIOXHWKOB POCCUIUCKON CUCTEMbI 3apa-
BOOXpaHeHns — akagemuka ILH. CnepaHckoro [3].

BTopbiM Mo BaXKHOCTK 3HavyeHMeM co3aaHns UMB/, aBns-
eTcs To, YTO €ero AesiTenbHOCTb criocob6cTBOBana GopmMmpo-
BaHWiO B Poccum BpayebHOW neanaTpuyecKomn MpaKTUKM.
B 1799 roagy B OKpyXHOM 3aaHuM BocnutatenbHoro goma
HayMHaeT YHKUMOHMPOBATb TaK Hal3biBaemMas OKpyKHas
60nbHMUA. B HeN oTKpbiBatoTCca otaeneHus Ha 50 Koek ans
cnyxalwmx BocnmMtatenbHOro JoMa v KOpMUAKWL, a Takxe Ha
100 KoeK ans aeter — BOCMUTaHHMKOB AoMa. PaKTUYEeCKH
[LETCKOoe OTAeneHuWe CTano nepBbiM MHOronpoduibHbIM
neaMaTpuyeckum craumoHapom B Poccuu. HyxHO nom-
HUTb M O cnefylolemM BaxKHOM 06CTOATENLCTBE, CBA3AaHHOM
C opraHu3auuen MmnepaTopCKMX BOCMUTATENbHbIX AOMOB,
a TakXKe ¢ OTKpbITeM B Poccuum B nepBow nonosuHe XIX Beka
nepBbiX Tpex AETCKUX 6onbHuL. [puxoas exeaHeBHO Ans
paboTbl B 3TUX y4PEKAEHMSAX, Bpay GpaKTUYecKn popmupoBan-
Csl Kak Bpay-negnatp. Taknm o6pasom, ecTb BCE OCHOBaHMS
3asBWTb, YTO B MOCKOBCKOM BOCnUTaTe/IbHOM jOMe cTanu
npaKTUKOBaTb NepBble AeTCKue Bpauun Poccuu [4, 5].

K KoHuy XIX Beka MeguuuHcKas 4actb MMB/ cdop-
MUpoBanacb KaK MHOrodyHKLUMWOHaNbHbIA /1e4ebHO-NpPo-
PUNAKTUYECKUIM LIeHTP. B HeM dyHKUMOHMpPOBaNM anTeka,
naTtonoroaHaTOMUYECKHU TeaTp C My3eeM, XMpypruyeckoe
oTAeneHue, aeTcKkasa NoNMKINHKUKA, nabopatopus, B 1914 ro-
Oy 6bl1 co3haH PEHTreHOBCKMM KabuHeT. Ocobo cneayet
BblAENUTb creayollee o06CTOATENbCTBO. B €BA3M € TeMm
4yTo B BocnutatenbHbliM 4OM €XKEerogHo MocTynano 3Ha4u-
TeNbHOE YMUCNO HOBOPOXAEHHbLIX, B TOM 4MUCNEe HeAoHO-
WWEHHbIX, KaK MpaBuno, B TAXKENOM A8 340POBbS COCTOS-
HUK, GONbLIOE 3HAYEHWE ANS CMACEHUS UX KU3HWU MMENo
PYHKLUMOHMPOBAHUE TPeX FpyaHblX NasapeTtoB. B ux ges-
TEeNbHOCTb BHEAPSIUCH AOCTUMKEHMS HayKM TOro Bpeme-
HW: cOBNOAEHNE MpPaBUA acenTUKU M aHTUCENTWUKM, auar-
HOCTWMKa 3abofieBaHMW Ha OCHOBE 6GAKTEPMONOrMYecKnx
METOAOB WCCNeAoBaHMs, HayyHoe O06OCHOBaHWE MUTaHUA
MNnageHLUeB, NpuobpeTeHne COBpPEMEHHON annapaTtypbl Ans
BbIXaXKMBaHUS MNajeHueB. YbeautenbHoe CBUAETENLCTBO
CKa3aHHOMY — TpyAbl rnaBHoro Bpavya MMB/ ¢ 1885 no

1897 ron Hukonaa depopoBny Munnepa: «O HOBOM cyp-
poraTte XEHCKOro MoJfioKa WM pesynbraTax MCKYCCTBEHHOro
BCKapmauMBaHusg aetem B MOCKOBCKOM BOCMUTaTE/IbHOM
aome»; «[THEBMOHUSA Yy ManeHbKUX AeTen», rae onmcaHbl 0Co-
6EHHOCTU €€ TeYEeHUs Y HEeOHOLWEHHbIX; «JeTU-HEeAOHOCKM
M OCOBEHHOCTM MX 6ofe3Hen». TakuM o06pa3oM, MOXKHO
KOHCTaTMpoBaTh: B rpyAHbIX nasapetax UMB/ B XIX Beke
3apokaanacb ore4ecTBEHHas HEOHaTONOrUS.

Kak cKkasaHo, 04HOM 13 NPUOPUTETHbLIX LieNen, npecneay-
eMbIx co34aHnem MIMnepaTopcKoro BocnMTaTeIbHOro AoMa,
ABMANOCb COXPAHEHME KU3HWU AETEN, HAXOASLWMXCA B onac-
HOW cUTyaLnK. BbiICOKMIM ypOBEHb AETCKOM CMEPTHOCTU B HUX
NO3BOMIUA B HEKOTOPbIX AOPEBOMOLMOHHBLIX MyGAMKaumMsax
06pa3HO HasblBaTb 3TU y4dpexaeHus «bpabpuKamu aHre-
no.». [laHHOEe yTBEpKAEHUE 6e3anenfaumMoHHO NOBTOPSNOCh
B TPpyAax COBETCKMX MCTOPMKOB neguatpuu. Ho, Kak noka-
3an0 cneuuanbHoe uccnegoBaHuMe Npo6nemMbl, HECMOTPS
Ha Uenbln psig BeCcbMa OOBbEKTUMBHLIX HE6AaronpUaTHbIX
YyCNOBMK, CNOCOOGCTBYIOLLIMX MOBbILIEHHON CMEPTHOCTM BOC-
nUTaHHWKOB, 3a 150 net geaTtenbHOCTU A0 Havana lNepson
MupoBon BolHbl B UMB/] Gbl1M cnaceHbl OT rMGeNu noyTu
800 Tbic. aeTen [6G].

MMB/, octaBun spkum cneg B 6opb6e ¢ MHPEKLUMOHHbIMU
60N1e3HAMU, ANULEMUSMM YyMbl, OCTbl U Xonepbl. Bce Hava-
nocb B 1771 rogy B MOCKBE C annaemMuu Y4ymbl, NoryousLlen
MOYTU NONIOBMHY €€ HaceneHus, Koraa nepsbli raBHbIA Bpay
BocnutatenbHoro goma Kapn MepTeHC KOMMNEKCOM KapaH-
TUHHBIX Mep He A0NYCTWA 3apaxKeHUs NMUTOMUEB U CyXuTe-
nen goma. Ero moHorpadus «TpaktaT 06 annaemMum 4ymbl
B MockBe B 1771 roagy», u3gaHHas B lNapuke Ha dpaHLy3-
CKOM f13blke B 1784 ropay, ctana nepBon Hay4yHOW NybnunKa-
unen Bpayven MMBU.

Ocob6as cTpaHuyka B uctopun MUMBL — mepbl no
npegynpexaeHuto ocnbl. B 1775 rogy nutomuam Boc-
nuMTaTeNbHOro AoMa Havana npoBOAWUTLCSH BapuoAALMS.
B 1791 roagy noneyntens MOCKOBCKOIO BOCMUTATENIbHOIO
noma WU.N. beukon nopy4mn emy pacrnpocTpaHaTb cpeau
HaceneHus cBefeHnss 0 Heo6X04MMOCTU OCMOMNPUBHUBAHHS,
TO €CTb MPOBEAEHNE aKTUBHOM MPOCBETUTENBHON PabOThI.
Koraa Bapuonsiumun 6bliM 3aMeHEeHbl Ha BaKLMHALMIO MO
metoay [»eHHepa, npodeccop E.O. MyxuH B 1801 roay
caenan nepsyto B Poccuun NpuBMBKY NPOTUB OCMbl MUTOMLLY
MMB/L AHTOHy [leTpoBy, nepenMmMeHOBaHHOMY B YeCTb 3TO-
ro BaKHOro co6biTna B AHTOHa BakuuHoBa. B 1870 roay
B MUMB/], oTKpbIBaeTcs cneumanbHoe ocrnonpuBmnBaTesbHoe
oTAeneHve, B KOTOPOM paboTanu Bpay-ocnonpuBMBaTe/b
M3 Yucna LWTaTHbIX MNaWux Bpayew rpyaHbIX OTAENEeHWUM
M ero NoMoLLHWK M3 CBEpPXWTaTHbIX Bpayen. NTaK, ecTb Bce
OCHOBaHUsa KoHcTaTMpoBaTb, 4yTo UMB[ aBnsnca ogHUM
M3 HaY4YHO-NMPAKTUYECKUX LIEHTPOB OCMONPUBUBAHUA
B AopeBonoLUOHHOM Poccum.

YuyutbiBas 10T ¢pakT, 4to B MMB/ ¢ 1764 no 1887 roa
dYHKLMOHMPOBANO poOAOBCMOMOraTefibHOE Yy4ypexaeHue,
BK/tOYaBLlee B cebs PoaunbHbii rocnutanb v [MoBUBaNbHbIN
WMHCTUTYT, HEOCNOPUMO €ro 3Ha4eHue 1A CTaHOBJIEHUA
u passutua B Poccum akywepcrtBa. PogunbHbIM rocnu-
Tanb Hayan ¢GYHKUMOHMPOBATb CO AHA OTKpbITUa WUMB/,
K KoHuy XVIII BeKa B HeM exerogHo poxaanucb 6Gonee
300 pgeten, B 60-x rogax XIX cTonetuss npMHMUManochb yxe
6onee 2000 popos, a B 70—-80-x rogax 6blin y4ypexKaeHbl
NMOAUKIUHUYECKOE OTAENEeHUEe AN NPUXOAALMX GOSbHBbIX,
KabWHET AN TMCTOXMMMUYECKUX MCCNefoBaHWi, KOMHaTy
NS NaTONOMMYECKUX POLOB, TMHEKOIOrMYECKOE OTAENEHME.
Taknm o6pasom, PoaunbHbii gom MMB/ abcontoTHO oTBe-
Yan caMblM BbICOKUM TPEGOBAHUAM U AOCTUKEHUAM CBOEr0
BpemeHun. B 1801 roagy 8 MMB/, npn PogunbHoM rocnutane
OTKpblBaloT [loBMBaNbHbIM WHCTUTYT. Ero nepBbiM AMpeEK-
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U3 nctopumn negnatpumn

TOPOM CTan BblAaloWMACH aKyllep-rMHeKosor, npodeccop
MocKoBcKoro yHuBepcuteta B.M. Puxtep. lMoBuBanbHbIN
WMHCTUTYT cnoco6cTBoBan ¢GopmuMpoBaHunio B Poccun BbICO-
KonpodeccnoHanbHOro obpasoBaHus MoBMBasibHbIX 6aboK
(aKywwepok).

MOWHBbIN MeaUUMHCKUM noTeHuman MMB/L, ero Hayy-
HOE W MpaKTMYecKoe 3HavyeHue AN CO3aaHuUs POCCUMCKOM
CUCTEMbl OXpaHbl 340POBbA MaTepu U pebeHKa 06yCnoBu-
v Bbl6op ero 1918 rogy B KavecTtBe 6a3bl A Co34aHusd
[Joma oxpaHbl MnageHuUa, npeobpa3oBaHHoOro B 1922 roay
B MNepBbli OTEYECTBEHHbIN Hay4YHbIM MHCTUTYT B 06nacTu
negnaTpun — locyaapCTBEHHbIM Hay4YHbIA MHCTUTYT OXpPaHbl
MaTePMHCTBA U MNajeHYeCcTBa, CTaBLUMI B X04€e CBOEro pas-
BUTUSA Hay4HbIM LLeHTpOM 340poBbs aeter PAMH. U, KoHeu-
HO e, BOCK/IMLaTEeNbHbIM 3HAaKOM A1 UCTOPUYECKOrO 3Ha-
yeHus MMB/, B o6nacti coepexeHnsa 340poBbsS POCCUNCKMX
neTen crano cobbiTve, Korga Mno MpeanoXeHuto akagemu-
Ka A.A. bapaHoBa [lpesngnym PAMH npusHan Hay4Hbin
ueHTp 3aopoBba ageten PAMH npaBonpeemHukom VMMB[
(npoTtokon N2 3 ot 27 ¢deBpana 2008 r., naparpad 15).
HecoMHeHHO, aTUM pellieHreM Oblfla BOCCTaHOBJIEHa WUCTO-
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Jo3upoBaHune neKapcTBEHHbIX cpeAcTB (J/IC) ocTaeTcsi 04HOM U3 Ba)KHbIX MpobsieM COBPEMEHHOM neanaTpun. HegoctatoyHoe
KOJIMYECTBO KIIMHUYECKMX MCCAEA0BaHMI, ya3BUMbIE MONYAsUNM NayneHToB (HEAOHOLEHHbIE HOBOPOIKAEHHbIE, NaLynNeHTb!
C OYEYHON U/UAN NEYEHOYHON HEeLOCTaTOYHOCTbIO, AETU C M3ObITOYHON MacCoM Tesa) U BbICOKWMI PUCK MOaunparMasnu
€03/4aloT JOMNOJIHUTEIbHbIE COXKHOCTH A5 NPAKTUKYIOLMX Bpadel. B HacTosiem 0630pe rnpeacTaB/ieHO OnmMcaHne Mcrnosib-
3yeMbIX B HacTosilee BpeMs oaxoaoB K go3upoBaHuio JIC y aeten. [lokasaHo, 4TO 4151 pelueHus npobiem goampoBaHus JiIC
MPUHSITO NCM0b30BaTh MPOrHOCTMYECKME MOAE/H, y4UTbIBaIOLME OCOBEHHOCTHM NaLMeHTOB MaaALero Bo3pacTa. B ux yucne
MoZe I, OCHOBAHHbIE Ha pU3N0SIOrMK papMaKOKMHETUYECKOro MacluTabnpoBaHus, Ha AaHHbIX MOMy/asaLMOHHON papMaKo-
KUHETUKH, peabHON KIMHUYECKOM MPaKTUKKU M papMaKoreHeTu4eCKoro TeCTMpPOBaHMs, a TakxKe 4031poBaH1e, OCHOBaHHOE
Ha pesynbTatax MOAEINPOBaHNUS U CUMyASaLMK. [ToM 3TOM MCHOIL3YIOT MHGOOPMAaLMIO JOKTMHUYECKUX M KITMHUYECKMX UCCre-
[I0BaHUI C OHOWN WM/ HECKOJIbKNMM papMaKoCTaTUCTUYECKUMMN MOAESIMM.

KnroyeBble cnoBa: feTH, JO3UPOBaHUE, IeKapCTBEHHbIE CPEACTBA, MONyasiyNOHHas GapMaKoKMHETUKE, PU3NOI0rMYEeCKn
060CHOBaHHasi papMaKOKMHETMYECKas MOAEb, KITMHNYECKUE MCCe[0BaHMs, pa3paboTKa 1eKapcTB

Ansa untnpoBanusa: Konbud A.C., PagaeBa K.C. Jo3npoBaHue neKapCcTBEHHbIX CPEACTB B NeAnaTPUK: BO3MOXKHbIE NOAXObI.
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BBEAEHUE

3anorom adPeKTMBHOro M 6e30nacHOro npuMeHe-
HUS neKapcTBeHHbIX cpeacTs (J/IC) NpUHATO cyUTaTb B TOM
yucne v BbIGOP NPaBUILHOIO pPeXMMa A03UPOBaHUs Ans
OTAENbHOMO MauueHTa uan rpynnbl 60abHbIX. B neguatpum
nHbopmaunsa no gosuvpoBaHuio JIC MOXKeT OblTb MOJy-
YyeHa M3 KIMHMYECKUX UCCNefoBaHWM C ydacTuem feTen
WK nocne 3KCTPanonsumMmM AaHHbIX KIMHUYECKMX Mcche-
JOBaHWN y B3pOC/blX Ha MNeauaTpuyecKylo Monynsauuio.
KnuHWyecKkne nccnenoBaHma NPOBOASAT B TEX Chyvasix, Kor-
Ja MONy4eHHOW BO B3pOCAOW Mnonynsuun MHdopmauuu
HeLOCTaTO4YHO UK ee MOoNy4uTb BoO6LLE HEBO3MOXHO: JIC
NAaHUPYOT UCNONb30BaTb TOIbKO MO MOKa3aHuio y aetew;
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1 paspaboTky JIC (Tak Ha3biBaemas negmMaTpuyecKas aKCKIo-

3MBHOCTb) [2, 3]. Onupascb Ha OMNblT aMEpPUKAHCKKX KOJner,

EBponenckoe meanumHcKoe areHTcTBo (European Medicines

Agency; EMA) Takke 3anyctuno nogobHble nHuumMaTtvebl [4].

B 2002 r. B CLUA 6bia1 NpuHAT 3aKOH O Ny4lWMX NleKapcTBax

ons geten (The Best Pharmaceuticals or Children Act; BPCA),

KOTOPbIV NpoafieBan AeNCTBME NPOrpaMmMbl NOOLWPEHUS MPo-

n3BoaMUTENEN 3a NPoBeAeHME NeanaTPUHECKUX KIMHUYECKUX

nccnegosaHun ewe Ha 5 net [5]. MNosgHee, B 2003 1., 6biN

MPUHAT 3aKOH O CMpPaBeA/IMBOCTU B NeanaTpUYEeCcKuX uccne-

noBaHusx (The Pediatric Research Equity Act; PREA), B cooT-

BETCTBMM C KOTOPbIM NPOU3BOANTENMN AOMKHbI OblNW NogaBaTb

B FDA AaHHble KIMHUYECKUX UCCNeaoBaHUM Ana BCeX HOBbIX

J1C, no3MpoOBOK M NoKa3aHu y aeten. Kpome Toro, 3asiBKMU Ha

peructpaumio JIC goKHbl coaepKaTb AaHHble 0 6e30nacHo-

CTU N 9PDPEKTUBHOCTH, a TaKKe 060CHOBaAHME PEXMNMA [03U-

poBaHusa U cnocoba NPUMEHEHNS B KaXKAOW neanaTtpuyecKom

rpynne. K TOMy ke 3aKOH M03BOMAN 3KCTPanoanpoBaTh AaH-

Hble KIMHWYECKMX MCCNEeAoBaHWM, NPOBEAEHHbIX Ha B3pocC-

NbIX A06POBOMbLAX, HA NeanaTPUYECKYI0 MONYASLMIO, ecnu

OHM GblIM NOATBEPKAEHbI COOTBETCTBYIOLMMM UCCEeOBaHK-

AMU bapMaKOKMHETUKK, dapMaKOAUHAMUKKN M 6Ee30MacHOCTH

B negunatpuyeckon nonynsuuu [6]. B 2007 r. B CLUA 6b11 noa-

nucaH 3aKoH O nornpaBKax K 3akoHy o FDA, npoanesatoLumm

nencteme BPCA n PREA [7, 8]. MNpuHATUE 3TUX 3aKOHOB 3Ha-

YUTENbHO YCKOPWUAO MHTEHCUBHOE pa3BuTME B chepe paspa-

O0TKM HeoHaTanbHbIX U neauaTpuyeckux J1C [8, 9]. Tak, nocne

1997 r. o6liee KONMYecTBO HayvaTblX KIMHUYECKUX MCcneaoBa-

HUIM y AeTen yBenn4mMnochb novytm B 5 paz — ¢ 1388 B 1997 1.

0o 6189 B 2004 r. Mo gaHHbiM FDA, B nepuoa ¢ 1997 no

KoHel, 2022 r. 6b110 npoBeaeHo 31 292 neagnaTpuyecKux

nccnegosaHus Becex pas, n3 Kotopbix 2328 (7,4%) — ¢ yyac-

TMEM HOBOPOXAEHHbIX. BMecTe ¢ Tem, no gaHHbIM J.R. Powell

n coaBT. (2021), nHpopmauuio no gosunposaHuio J1C y neten

BKJIIOYAIOT C 7-NIETHEN U Bosee 3a4epyKKon nocne yrsepxaie-

HUS B3POC/bIX MHCTPYKUMK [10].

KaK y»ke 6b110 OTMEYEHO Bbllle, SKCTPaNoNSaLUnsa AaHHbIX,
NoflyYeHHbIX BO B3POCIOM NONYNsLMK, HA AETEN MOXKET ObITb
BbIMO/IHEHA C UCMONb30BaHMEM dapMaKOMETPUYECKUX METO-
0B, pa3paboTaHHbIX Ha CTbIKE KIMHUYECKON dapMaKoaoruu,
OMOCTaTUCTUKKU, GapMaKoIOrMn U MaTeMaTU4ecKoro Moaenu-
poBaHus [3]. OCHOBHbIE XapaKTEPUCTUKN KU 3aKOHOMEPHOCTH
NMPOMCXOAALMX B OpraHM3Me MNpoLLecCOB OMUCbIBalOT mare-
MaTMYyeCcKUMU GopMynamMn M ypaBHEHUAMM 415 CO3AaHuMs
KOMMbIOTEPHbIX MOAENEW, C MOMOLLbI KOTOPbLIX MOXHO UMM-
TMpOBaTb M MPOrHO3MPOBaTb HefocTallme HeobXxoaumble
naHHble. K ToMy e npumeHeHne MeTogoB dapmMaKoMeTpuu,
MOZENMPOBAHNA Y CUMYASILIMK, UCNONb3YyeMbIX MpU Bblibope
KPUTEPMEB BKIIOYEHUS /HEBKIIOYEHHUS B KIIMHUYECKME HUCChe-
[0BaHUA (onpeaeneHune rpynn naumMeHToB ¢ BbICOKUM PUCKOM
Pa3BUTUSA HeXenaTeNbHbIX EKAPCTBEHHbIX peakuuit, BblsiB-
neHve GaKTopoB, CMOCO6GHbIX BAUATb Ha dapMaKOKUHETUYE-
CKMe U papMaKogUHaAMUYECKUE XapaKTepPUCTUKHK), Bruomap-
KepoB, Ao3upoBaHns JIC, MOXeT NoBbICUTb 3QPEKTUBHOCTb
KIMHUYECKUX UCcnefoBaHWI y AETEN, YBENUYNUTb BEPOSTHOCTb
peructpaumm JIC perynsatopHbIMKM opraHamu u obecrneyvuTb
nepcoHann3npoBaHHbIM NOAX04 K NoAGopy 403 B OTCYyTCTBUE
nccnegoBaHuin B 0co6biX NONynsLmMsax naunmeHTos [3].

B HacToswee Bpems MPUMEHSAOT cheaylolwme noaxoabl
dapmarkomeTpuun [3]:

e (dapMaKOKMHETUYECKUI aHaNn3 (ann1oMeTpuyecKoe mac-
WwTabupoBaHue, GpU3MoNorn4yeckn obocHoBaHHOE dap-
MaKOKMHETUYECKOE MOLENMPOBaHWE M MOMYASALMOHHAN
dapMaKoKMHETHKA);

e (dapMaKoaAMHAMWYECKNN aHaNU3 (OLEeHKa CTEeNeHn BO3-
OencTBus, GUOMapKepoB, HexXenaTenbHbIX 1eKapCTBEH-
HbIX peaKkuum);

® MOAENMPOBaAHME U CUMYNAUMS (aHaNU3 «3IKCMO3ULMUS —
peaKLus»);

® 3KCMepTHas OLEeHKa pe3ynbTaToB GpapMaKoreHeTUYECKMX
ncecnegoBaHum;

® KOMM4YecTBEHHas cucTeMHas dapmakonorus (MaeHTudbuKa-

LUMS MULLEHEW, onpeaeneHue rpynn naumMeHToB, oTBevalo-

WMX / He OTBEYAIOLWMX Ha ledeHne, onpeaeneHme CUcTem-

HOro OTBETa Ha fle4eHMe MO KOHEYHbIM TOYKAaM, OLLEeHKa

NPOrHO3MPOBaHUS OTBETA Ha JlIeYeHWEe B HOBbIX Mapagmr-

Max JO3MPOBaHUS, OLlEeHKa KOMOUHUPOBAHHOW Tepanum);
° MOAEeNMpoBaHMe NPorpeccMpoBaHns 3a6oeBaHus;
® MOAENMPOBaHME Ha OCHOBE AaHHbIX peanbHON KIMHUYe-

CKOW NpPaKTUKW.

Hwe npeactaBneH 0630p npumeHeHns dapmMaKOKMHe-
TMYECKOro aHanusa, Noaxo4oB MOAENMPOBAHUS U CUMYNS-
LMW, UCMONb30BaHUA pe3ynbraToB GapMaKoreHeTUYEeCKMX
nccneaoBaHu U JaHHbIX peasnibHOM KIMHUYECKOM MPaKTUKK.

®APMAKOKUHETUYECKUIMA AHANTU3

AnnomeTpuyeckoe macwiTabupoBaHue

Jonroe Bpems npu Bblibope A03bl B NegMaTpum UCNosb-
30BaNM METOA MPOCTOro anjloMEeTpUYEcKOro JSIMHEMHOro
MacliTabnpoBaHMs, OCHOBAHHbIN Ha KOPPEKTUPOBKE A403bl,
MCMONb3YEMOMN y B3POC/bIX, MyTEM COOTHECEHUS pa3mepa
Tena ¢ dapMaKOMETPUYECKUMU MapamMeTpamu (KIMpeHc
KpeaTuHWHa, 06beM pacrnpeneneHus). JaHHbli MeETOA Mo cen
[leHb UCNOMIb3YETCH B KIIMHUYECKON MPaKTUKeE.

MpeanoxeHo HEeCKONbKO anloMeTpUYECcKMX MOAX040B
K pacyeTy 403 415 AeTen.

1. JlnHenHoe (M30METPUYECKOE) MacluTabupoBaHne —
pacyeT JO3bl OCYLIECTBASETCH MCXOAS M3 MaccChbl Tena no
cneayowen dopmyne (npasmno Knapka) [11]:

[o3a ona pebeHKa = 4o3a A1s B3pocnoro X
Macca Tena pebeHka (kr) / 70 Kr

Moaxoa npumeHum ansa onpeaenexHbix JIC npu npsgmom
MCM0/Ib30BaHNN B3POC/ON [03bl Y AETEN C NEpPecyeToM Ha
KWAOrpaMm Macchl Tena NOoCAEAHMX.

2. HenvHenHoe MacwTtabupoBaHuWe C PUKCUPOBaHHOM
3KCMNOHEHTOM — pacyeT 403bl OCYLLECTBASETCS C UCMNO/b30Ba-
HUEeM anioMeTpruyeckoro KoadduumeHTa, pasHoro 0,75 [12]:

[o3a ana pebeHKa = 4o3a A1s B3pocnoro X
(Macca Tena pebeHKa (Kr) / 70)0.75,

Moaxoa ocHoBaH Ha 3aKoHe Knanbepa, cornacHo KoTo-
poMy MeTabonnM4yecKnin pasmep tena (Macca MeTaboIM4ecKn
aKTUBHOW TKaHW, NPOM3BOASLLEN TEMNO) PAaBEH Macce opra-
HM3Ma B cTeneHn 3 /4. 3TOT 3aKOH U3HavaNbHO Obln UCMOJSIb-
30BaH A9 OMUCaHUS MEXBMAOBLIX pasnnynin 6asanbHOro
mMeTabonM3ama, HO BMOCAEACTBMM CTan MPUMEHSATbCA AN
onucaHusa cBa3uM Mexay KnaupeHcom JIC M maccon Tena
4NS 9KCTPanonauMn AaHHbIX, NOMYYEHHbIX OT B3POC/bIX, Ha
neten. B KAMHMYECKOW MpaKTUKe yKa3aHHbIA noaxond npu-
MEHUM Ans Bbibopa 403 4719 NoapocTkos [13].

3. HenuHenHoe macwtabupoBaHue C UCMOIb30BaHUEM
3aBUCSLLEN OT BO3pacTa 3KCMOHEHTbI:

[o3a ona pebeHKa = 4o3a A1s B3pocnoro X
(macca Tena pebeHka (Kr) / 70)%,

rae X — 9KCMNoHeHTa.

[Ons geten B Bo3pacTe cTapue 5 neTr BeaMyYnHa 3KCMo-
HeHTbl paBHa 0,75; B Bo3pacTe 2—-5 net — 0,9; oT 3 mec g0
2 net — 1,0; po 3 mec — 1,1 [14]. Bo3pacT-opneHTUpOBaHHbIN



noaxoa AO3MPOBAHUS MCNOAb3YKT MPU MPOrHO3MPOBAHUU
KIMPEHCa ManblXx MOMEKYN, TaKMX KaK Mapauetamon, mMop-
GUH 1 gekcmegeToMuanH [15]. U3ameHeHne KanpeHca 3Tux
NIeKapCTB C BO3PACTOM MOXHO O6GBLACHUTb MOCTEMEHHbIM
(B Te4YeHHne nepBbIx 12 Hef XU3HKU) cO3peBaHUEM KITy6O4YKOB
W KaHasbLEB MOYEK, a TaKKe METaB0MYECKNX CUCTEM MEYEHU
[15, 16]. Bo3pacTHOM noKasaTteslb 3KCNOHEHTbl MOXET 6bITb
MCMONb30BaH U AN MPOrHO3MpPoBaHusa o6bema pacnpeaene-
HUSA Manblx MOSieKyn [17, 18], TaK KaK coAeprKaHue KUAKOCTH
Yy HOBOPOXAEHHbIX CPaBHUTENLHO Bbllle, YEM Y B3POC/bIX,
W LOCTUraeT CXO4HbIX CO B3POC/bIMU NOKa3aTtenemn B Te4eHne
nepBbiX Hegenb ¥n3uu [15, 17, 18]. N3onnpoBaHHOE UCMNONb-
30BaHWe 3Ha4YeHur Bo3pacTta unv Beca nauueHTa MOXeT ObITb
060CHOBAHHbIM MpU onucaHumM GapMaKoKMHETUKKM B BO3pac-
Te cTapwe 5 net, HO HENPUMEHUMbIM A1 ONUcaHus M3me-
HEHWW ¢ JeTcTBa A0 B3POCOro Bo3pacta, TaK KaK Bo3pacT
1 Macca Tena cBa3aHbl HelnHenHo [15, 16].

TpaAMUMOHHbIM MeTo anioMETPUYECKOro MacluTabupo-
BaHWS, HECMOTPS Ha CBOE LUMPOKOE MPUMEHEHWNE B KIUHM-
YEeCKOM MpaKTUKe, UMeeT ornpeaeneHHble HefoCTaTKu. Tak,
NPUMEHEHNE MeToAa JIMHEMHOIO MaclWwTabupoBaHUS OrpaHu-
YeHo y AeTen B Bo3pacTe A0 2 JIET, TaK KaK y AeTen Maagwero
BO3pacTa PyHKLMS MOYEK U NeYeHU OCTaeTCs He3penon, 4To
ABNAETCH NPUYMHOM 60oslee HU3KOM CKOPOCTU KyBOYKOBbIN
dunbTPaLMKM U OTHOCUTENIBHO HU3KOWM aKTMBHOCTKU NEYeHOou-
HbiX GepmMeHToB. PYHKUMA MeMOpaHHbIX TPaHCMNoOpPTEPOB
JIC TakKe MeHsleTcs ¢ BO3pacToM. ITU MHOTOYMUC/IEHHbIE
GU3MONOTMYECKNE Pa3NNUNSa MeXy B3POCAbIMU U AETbMU
onpegensoT pasnuuusa U B napameTpax GapMaKOKUHETU-
KW NleKapcTB, NO3TOMYy napamMeTpbl papMaKOKMHETUKKU He
MOrYT 6bITb MPOCTO IMHEMHO MacliTabupoBaHbl OT B3POC/bIX
K getam [3, 16]. K Tomy e CyLLecTBYOT COCTOSHUS, MPU KOTO-
pbIX MCMOMb30BaHME TOMbKO MacChbl MM Maowagu noBepx-
HOCTK Tena Ans TOYHOro NPOrHO3MPOBaHUS pacnpeaeneHus
NIeKapCTB y NegMaTpuyecKkunx nauMeHToB He npeacTaBasercs
BO3MOKHbIM, HanpuMMep, NPy TaKMX NaToNOrMYeCKMUX COCTO-
AHUAX, KaK aHopeKcus, unu npu ageduumte 6enKka B opra-
HM3Me. Ha gaHHbIM MOMEHT HET KOHCEHcyca O TOM, KaKoW
nokasaTe/b Bbl6GpaTb NpU NPOBEAEHWUU anOMETPUYECKOrO
MacwTabupoBaHUsa Ana BblGOpa [03 NeKapCTB y AeTew:
1) NnepeMeHHbIV — 3HaYeHUs KInpeHca, Noay4YeHHbIE NyTEM
pacyeTa C y4eTOM pa3mMep-3aBUCHUMbIX JaHHbIX (BEC MEYEHHU,
CKOPOCTb NMEYEHOYHOro KPOBOTOKa U CKOPOCTb KTy6O4KOBOM
GunbTpaLmn) 1 NoKasaTenemn CbiIBOPOTOYHOM KOHLIEHTpaLUK
6enKoB, reMaToKkpuTa, NnoKasaTefNen KauMpeHca MWKPOCOo-
MaNbHOr0 KpeaTUHKHA, UK 2) PUKCUPOBAHHBIN — TEOPETU-
YECKM BbICHYUTAHHYIO 3KCMOHEHTY, paBHyto 0,75.

E.A. Calvier n coaBt. (2017), cpaBHMB TOYHOCTb MPO-
rHO3MpPOBaHKUS Nna3MeHHoro KnunpeHca JIC y geten mnagwe
5 neT npuv NPUMEHEHUM SKCNOHEHTLI, paBHon 0,75, 1 nepe-
MEHHOro KoadduUMeEHTa, yCTaHOBUIN, YTO Haubonblias
owKnbKa NPOrHO3MpoBaHMA (NOYTU TPEXKpaTHasd pasHuua
B NMPOrHO3MpPYyEMbIX 3Ha4YeHUsX) HabnogaeTcs Npu UCNosb-
30BaHMKU (PUKCUMPOBAHHOrO MNoOKasaTens npuv MNpPorHo3u-
poBaHun KnupeHca JIC, BbIBOAWMMbIX B OCHOBHOM MyTeM
noyeyHon ounetpaumn [17]. MNMosgHee P. Malik n coaBsT.
(2021) B 0630pHOM paboTe NpoaHann3vpoBanu pesynbraTbl
nccnegoBaHUM TepaneBTUYECKUX BENKOB, B KOTOPbIX Gblia
[OCTynHa WHPopmMaums o0 GapMaKOKMHETUKE Y B3POCIbIX
W geTew 4O roga nocne BHYTPMBEHHOIO BBEAEHMS C 4030-
HE3aBUCHMMbIM KIMPEHCOM. ABTOPbI YCTaHOBWAK, YTO anjo-
MeTpUYeckas 3KCMNoHeHTa, paBHasa 0,75, aencTBUTENbHO
NOAXOAUT NS XapaKTEPUCTUKM HecneunmdUyYecKoro Kiau-
peHca 6enKoB y AeTen B Bo3pacTe Ao 1 roga, v Npuwamu
K BbIBOZY, YTO HEe CyLleCcTBYeT AOCTATOYHO y6eamuTeNbHbIX
[I0Ka3aTeNbCTB B MNOAAEPIKKY IMHENHOW CBA3U MEXKay 00be-
MOM pacnpefeneHus TepaneBTUYeCcKUXx 6eNKOB M Maccom

Tena [18]. TakKe 6blII0 OTMEYEHO, YTO MPU MPUMEHEHUHN
JIMHENHbIX METOAOB aNN0OMETPUYECKOro MaclTabnpoBaHus
ana nogdopa A03 TepaneBTUYECKNX GENKOB Yy AeTEN B BO3-
pacTte cTtaple 1 roga He yaaeTcs AOCTUYb MMKOBOW KOHLEH-
Tpauwmu JIC, conoctaBMMOM C TaKoBOW Y B3pocbix [18]. 310
BeAeT K YBENMYEHUIO UMMYHOrE€HHOCTM TepaneBTUYECKMX
6eNKOB M noTepe OTBETa Ha Tepanuio 1U3-3a 06pa3oBaHuUs
aHTMTen K HuUM [18]. K Tomy e npu nNpuMeHeHUn mMeToaa
HENMHENHOro annoMeTpUYecKoro MaclTabupoBaHUsa BO3-
pacTaeT pUCK NONy4YeHUs HeEIPPEKTUBHBIX 103 U3-3a CNOXK-
HOCTM MaTteMaTU4ecKux pacyeTtos [3].

dusnonornyecKkn o60cHoBaHHoOe

dapmaKkoKUHeTUYECKOE Mo eMpOBaHue

dunsnonornyeckn 060cHOBaHHOE dapMaKOKMHEeTUYec-
Koe MOAenupoBaHMe UCNOoMb3YeT JaHHble 06 M3MEHEeHUsX
GU3MONOTMYECKMX NPOLLECCOB (CKOPOCTH 3BaKyaLmu comep-
MMOIO »KefnyAaKa, BCacCblBaHUS BELLECTB B KMULIEYHUKE,
AKTMBHOCTU M30POPM LMTOXPOMOB MEYEHM, 3PENOCTU Kiy-
604YKOBOW M KaHanbLEeBOW CUCTEM) B XO[e pocTa U pa3Bu-
TS OpraHu3Ma MW y4YuTbiBaeT PUIUKO-XMMUYECKME XapaK-
TepuctTnkn nccnegyemoro JiC [19]. Mpu aTtoM Ans co3gaHus
d13nMonornyeckmu 060CHOBaAHHOW (apMaKOKMHETUYECKOMN
MOZAENN HEe Y4MTbIBAOT NOKa3aTeNMn KaxKaoro opraHa 1 TKaHu
opraHmama. C nuccnegoBaTtenbCKon Lenbto GapMaKoKUHETH-
YecKoe MOAENNpPoBaHMe NPUMEHSETCA NpU BbIGOpe CTapTo-
BOW 403bl U PEXMMa LO3MPOBaAHUS, B KIMHUYECKUX UCCNEea0-
BaHusax JIC, dapMaKOKMHETUKA KOTOPbIX 3aBUCUT OT CTEMEHM
pa3BUTUA PEPMEHTHbBIX CUCTEM OpraHM3Ma U 0COBEHHOCTEN
BcacbIBaHWS, AN onpeaeNneHns KnMpeHca TepaneBTUYECKMX
6enkoB [19]. dusunonornyeckn o60CHOBaAHHOE dapMaKo-
KWUHETUYECKOE MOAENMpOBaHWE MNPUMEHSIOT 15 pacyeTa
[03bl Y feTeN C y4eTOM XapaKTepPUCTUK NaLMeHTa, KoTopble
MOryT BAUATb Ha B3anMMOJENCTBUE NleKapcTB (0COBEHHOCTH
MeTabonnama, conyTcTBytolMe 3abosieBaHus), a TaKkxe ans
NPOrHO3MPOBAHUSA MENKIEKAPCTBEHHbIX B3anMMOLENCTBUN.
Takve mogenu CTanu MoMe3HbIM MHCTPYMEHTOM B paspa-
60TKe neKapcTB, OCOGEHHO MPU OTCYTCTBUM HEOBXOAUMbIX
JaHHbIX 06 uX dapmarkokumHeTuKke [20]. bonblmHcTBo JIC,
npu paspaboTKe KOTOPbIX UCNONb30BaNn GU3UONOrMYECKH
060CHOBaHHOE dapMaKOKMHETUYECKOE MoaenupoBaHue,
npegHa3Ha4veHbl 419 ne4eHns MHOEKLMOHHbIX, OHKOMOornye-
CKMX W HEBPOJIOrMYECKUX 3aboneBaHuni. MNpn aToM B nepuos
¢ 2012 no 2018 r. KONMYECTBO TaKUX NEKAPCTB 3HAYUTENbHO
yBeNnn4Mnoch: B 16 pa3 ansg MHPEKUMOHHbIX 3abosieBaHum
1 B 12 pa3s — ansa oHKonormyeckux [20].

Mprmepbl MCNOb30BaHUA GU3NO0NOrMHYECKN 0OOCHOBAH-
HOro PpapMaKOKMHETUYECKOrO MOAEIMPOBAHNSA 415 OLEHKM
NIeKapCTBEHHbIX B3aUMOAENCTBUI B neavaTpun €AnHUYHBI.
HecmoTps Ha BO3MOXHOCTb MPUMEHEHUSA GU3NONOTMYECKHU
060CHOBaHHOIMO GapMaKOKMHETUYECKOrO0 MOAENNPOBaHUS
ANS MPOrHO3MPOBAHMUS JIEKAPCTBEHHbLIX B3aWMOLENCTBUM
y AETEN, TONbKO B OAHOM CTaTbe Obln NpeacTaBeHbl pe3ysib-
TaTbl UCCNefoBaHMS € yd4acTMEM MaLMEeHTOB B Bo3pacTte
no 2 net [21]. OrpaHU4yeHHoe NMpuMeHeHUe Gusnonormye-
CKM 060CHOBaHHOIO GapMaKOKMHETMYECKOro MoAenupo-
BaHWS B UCCNeOoBaHMGX Y AeTen MOXKET OblTb 06YC/IOBEHO
OTCYTCTBMEM [aHHbIX O JIeKapCTBEHHOM B3aMMOAENCTBUMU
B 3TOM BO3pacCTHOWM rpynne (B TOM YUCNEe Y HOBOPOXKAEHHbIX
W TPyAHbIX AeTen), Heo6XoaAMMbIX A1 MPOBEPKU MPOrHO30B
dapmMaKOKMHETUYECKOrO ModenupoBaHuda. Ha cerogHsaw-
HUW AeHb UCMoNb30BaHWe PU3NONOrMYEeCcKn 060CHOBAHHO-
ro $GapMaKOKMHETMYECKOro MOAENIMPOBAHNA B OCHOBHOM
OrpaHM4YeHO MOUCKOM HayvanbHoW Ao3bl JIC anga uenen Knu-
HUYECKMX MccnegoBaHmin, 0COGEHHO Y AeTen B BO3pacTe Ao
2 net [22]. CtaHaapTHO CHa4vana co3gatT GU3N0I0rMYeCcKH
060CHOBaHHble GapMaKOKUHETUYECKME MOAENU ANs B3POC-
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NIbIX, 3aT€M 3KCTPanoaMpPyoT NONyYEeHHble JaHHble Ha AeT-
CKYI0 MONyNsILMIO C KOPPEKLUMEN Ha 3aBUCSILLME OT BO3pacTa
M3MEHEHMS TaknX GU3MONOTMYECKMX MapamMeTpoB, Kak pas-
Mep, cocTaB, nepdy3ns n GyHKUMK opraHoBs [19]. YKa3aHHble
M3MEHEHMS yYTEHbI B BUPTYa/bHbIX NeAnaTpUyecKMx nomny-
NAUMSX, OOCTYMHbIX B MPOrpamMMHbIX naatdopmax Simceyp
(Simcyp Ltd., BennkobputaHus) n PK-Sim (Bayer Technology
Services, l[epmanus) [19].

MonynsiuMoHHana papmMaKOKUHETUKA

Mpn nNonynsauMOHHOM MOAENUPOBaAHMKU PapMaKOKUHe-
TMKKM JIC MCcnonb3ylT HeNMHENnHoe MoaenupoBaHue dap-
MaKOKMHETUYECKUX MapamMeTpoB ANs Kaxaoro cybbeKTa
(nauneHTa unn gob6poBonbLa) C nocneaylwen OLeHKon
WX YyCPeAHEHHbIX 3Ha4YeHnn U BapuabenbHocTH [3]. B xoae
NONyNSLMOHHONO MOAENMPOBAHMUS AN MONYYEeHUS AaHHbIX
AN KOHKPETHOr0 MauuveHTa NPUMEHSIOT cpefHue 3Have-
HUS PacCYUTaHHbIX dapMaKOKMHETMYECKMX MapaMeTpoB.
MpenmMyLLlecTBOM AaHHOIO MNoAxo4a CYMTAlT OTCyTCTBUE
HEo6X0AMMOCTU y4yeTa U3UOSIOTMYECKUX OCOBEHHOCTEM
OTAENbHbIX UHAMBKMAYYMOB. [onynsauMoHHOE MOAenupoBa-
HWe Haxo4uT CBOE MPUMEHEHUE NPU U3YHEHWUW EKAPCTBEH-
HblX B3aMMOAEWCTBMM W B NeauMaTpuyeckon nonynsauuu,
4YTO OO6BLSACHAETCH BO3MOXKHOCTbIO aHanun3a paspereHHbIX
[JaHHbIX C OrpaHWYeHHbIM YWUCIOM HabNAEHUN, K TOMY
e MPeuMMyLLeCTBOM [JaHHOro MeToda SIBASETCH BO3MOXK-
HOCTb BKJ/IIOYEHWUS B KIMHMYECKOE McCneaoBaHWe MeHb-
lero KonuyectBa cy6beKToB. B moaensx nonynsuMoHHOM
dapMaKOKMHETUKN 3DPEKT NeKapCTBEHHbIX B3auMMOAEW-
CTBMM MOXeT OblTb BKJIIOYEH KaK KaTeropualibHas KoBa-
puata [22]. [ToM1MMO 3TOro, NonynsiLMOHHOE MOAEeNnpoBa-
HWe “cnonb3yeTcs AN onpeaeneHns pexxmuma 4o3MpoBaHus
nyTeM CpaBHEHUS MnoKazartener GpapMaKoOKUMHETUKW [OEeT-
CKOM ¥ B3pOCON Nonynsaumun.

OOHUM U3 MPUMEPOB NPUMEHEHUA NONYNALMOHHON dap-
MaKOKMHETUKM AN MHAWBWUAYaANbHOIrO AO3MPOBAHUS B KiK-
HWYECKOM MpaKTUKe y AeTen ABNfeTcs uccnegosaHue dap-
MaKOKMHETUKM aMUKaLMHa, KOTOPbIA 3NMMUHUPYETCS NyTEM
KNny6o4ykoBow ¢unetpauuu [24]. B mogenu, cosgaHHon and
nogbopa [03bl U KPaATHOCTU MpuemMa aMuKauuHa, 6blau
MCMONb30BaHbl AaHHble O Bece pebGeHKa MpU POXAEHUH
W NOoCTHaTaNbHOM BO3pacTe — MoKasaTenu, NPsSMo Koppe-
nupytowme ¢ BenminHon knunperca JIC. Micnonb3oBaHne aTom
MoZenn No3Bonnno AO6UTLCH ONTUMaNbHbIX MUKOBbLIX KOH-
LeHTpauun B 98% cnyd4aeB U MUHUMAaNbHbIX KOHLEHTpaLmm
J1C B 90% cnyyaes [24].

MonynauMOHHYI0 hapMaKOKMHETUKY TaKKe MPUMEHSIOT
npv NpPoBeAEHMMU UCCNedOoBaHUM B NeauaTpUYeCcKon MCUXK-
atpuu. S. Kalaria n coaBT. (2021) nokasanu, 4To Ha NepBom
aTane niaHMpoBaHKsa UccneqoBaHWmn 4asa 060CHOBaHUS 9KC-
TPanonsUMM Ha LETCKyl NONynsiuuio AaHHbIX, NOAYYEeHHbIX
B MCCNefOBaHMUSAX C y4acTUeM B3POCbIX, UCMOMb3YIOT OLLEHKY
cxoAcTBa pas3BUTUS 3aboneBaHus [25]. [Ana npoBeaeHus
YKa3aHHOW OLLEHKU NPUMEHSNIN MEXaHUCTUYECKME MOAENN,
a MMEHHO HEeNWHEWHbIM MOoAXO04 K MOAENMPOBaHWUIO CMe-
WaHHbIX 3ddPeKToB. BbinnM onucaHbl KIMHUYECKUE WMCXOAbI
(obocTpeHne WK30PPEHNN, MaHUAKaNbHbIN WKW CMELlaH-
HbIM 3MW30[4, CBS3aHHbIM C OGMMNOMASPHLIM PACCTPOMCTBOM
TMNa |) U XapaKTepUCTUKKM paHee MPOBEAEHHbIX WCCIeao-
BaHWM (MeCTO MpoOBeAdeHUsl, cTaTyc rocnutanmMaauuu, nep-
Bbl 3MNM304 OOOCTPEHUS, MpealecTsylolee npuMeHeHne
aHTMncmxotTuyeckux J1C, conyTcTBylOWME MCUXMATPUYECKUE
paccTponcTBa M ObICTPaAs LUMKIWMYHOCTb MPU BGUNONSPHOM
addeKTMBHOM paccTponcTtee Tuna |). B pesynbrate 6bl10
YyCTaHOBJ/IEHO, YTO ONTUMM3WPOBAHHAA «B3pocnas» Mogesb
MOXET 6bITb UCMONb30BaHa 415 NMPOrHO3MpPOBaHUS OTBETA
Ha flevyeHne negnaTpmyecKmnx naumeHTos [25].

MOAE/IUPOBAHUE U CUMYNIALUA

AHanU3 «3KCNO3ULUA — peaKkuusa»

Mpn BbIGOPE pexuMa AO03MPOBaAHMS BO3HWMKAET Heoob-
XOAMMOCTb aHanu3a pa3BUTUS [0303aBUCUMbIX IPDEKTOB
J1C. CywecTBytoume MeToabl OLEHKU 3aBUCUMOCTH «3KCMO-
31UMA — peaKkuus» («IKCNO3ULMS» 34eCb B 3HAYEHMU «103a
J1C») n pacyeTta cpeaHeadPeKTMBHOM A03bl NpeanonaratoT
popmMrpoBaHune 6a3bl JaHHbIX, BKOYaloLWEen Napbl NoKasa-
Tenen — OEenCTBYOWNX Ha OAHOPOAHbIE TPYNMbl 403 U YacTo-
Tbl 3G dEKTOB. [ANa OLUEHKN 3aBUCUMOCTU «1o3a — 3DdEKT»
W NS noucka cpeaHeadPeKTMBHOM A03bl UCMOMb3YIOT CrMo-
co6 CnupmeHa — Kepbepa, meton Puaa n MeHya, npobuT-
METO[ W PErPEeCCUOHHbIN aHanna [26].

AHanM3 «3KCMO3MUMA — peaKuus» MPUMEHSIOT y aeTen
C MOYe4yHOW HefoCTaTOYHOCTbI, OCHOBbLIBASICb B pacyerax
Ha WHOPMAaLMK O MOYEYHOM HEeAOCTaTOYHOCTM Yy B3POC-
NbIX [25]. OgHaKo pasnuyuns B KiaccuduKauuun cTeneHen
NoYe4yHON HeAOCTAaTOYHOCTH Y AeTEeN U B3POC/bIX YCIOXKHSAIOT
co3agaHue mMojenen B CBA3M C OTCYTCTBMEM YHMBEpPCalb-
HOWM cTpaTUdUKauMK TSKeCTM 3aboneBaHus. s peleHus
3TOM NPO6aEMbI MPUMEHSIOT pacHeT CKOPOCTU KIy6O4KOBOW
unbTpaummM ¢ NONpPaBKOM Ha MaolWadb NOBEPXHOCTU Tena
M UCMONb30BaHWe AaHHbIX GapMaKOKUMHETUKM, MONYHEHHbIX
B MCCNefoBaHMAX Y B3POC/bIX nauueHToB [27]. Mpumepom
faBnseTcsa npumeHeHne dopmynbl LLIBapua y aeten B Bo3pac-
Te 00 12 net, B COOTBETCTBMM C KOTOPOM BMECTO Macchl Tena
YYMTbIBAIOT MNoLWaAb NOBEPXHOCTH Tena [27]. K Tomy e ansg
NPOrHo3unpoBaHunsa KnupeHca JIC 1 aKCTpanonsumMm AaHHbIX
OT B3pPOC/bIX HEOOXOAMMO YYMUTbIBaTb Takne GMOMapKepsl,
KaK unctatiH C 1 CbiIBOPOTOYHbBIN KpeaTUHUH [27].

AHanNM3 «3KCMO3ULMA — peakuus» TakkKe WCNoab3yloT
B AETCKOM ncuxmaTpuun. OgHaKo NpUMMeEHeHWe 3Toro nogxoaa
MMEET OrpaHM4yeHne — ManoYMCNEHHOCTb AaHHbIX COOTBET-
CTBYIOLMX KIIMHUYECKUX UCCNEeAoBaHUi. B ynomsHyTOon paHee
pa6ote S. Kalaria 1 coaBT. (2021) TakxKe 6bl10 0GHaPYXKEHO,
YTO y A€eTew MO CPaBHEHWUIO CO B3POC/bIMU BhlllE PUCK pas-
BUTUSI KapAMOMETab0oIMYECKUX U FOPMOHA/bHbIX HapyLEHWN],
4YTO MOXET ObiTb 06YCNOB/EHO MpoLeccaMu pa3BUTUS opra-
HM3Ma, OTCYTCTBMEM WM OrpaHMYEHHbIM OMbITOM Npuema
AHTUNCUXOTUKOB [25]. C LieNbio OLEHKM PUCKA Pa3BUTUS HEXe-
naTenbHbIX peakunn S. Kalaria 1 coaBT. 6bl/IM MPOaHaNN3npPo-
BaHbl JaHHble MCCNeAOBaHWM HEMPONENTUKOB, OA0OPEHHbIX
FDA. YctaHOBNEHO, YTO OTHOWEHWE OTHOCUTENbHOrO PUCKa
pa3BUTUS HEXenaTeNbHbIX peaKLni, Taknux Kak Habop Beca,
rMNepXonecTepuHEMUS, TUNEPrIMKEMUA U TMNEPNPONaKTyU-
HemMus, 6bI10 OAMHAKOBLIMW y AETEW, paHee He MoJsyvyaBLUMX
HEMPONENnTUKM U MNOSyYaBLUMX TaKoe NeyeHue, He3aBWUCHMMO
OT NoKazaHui. K Tomy e Ha OCHOBaHWKM AaHHbIX UCCnefoBa-
HWUW GbINO YCTAHOBEHO, YTO B XOA€E A0NTOCPOYHbIX MCCNeaoBa-
HWUW He O6blN0 0GHAPYXEHO HOBbIX AaHHbIX, NOATBEPMAAIOLMX
6e3onacHocTb npumeHenus JIC, KoTopble He 6biin 6bl ycTa-
HOBJIEHbI B XO€ KPaTKOCPOUHbIX UCCnefoBaHui [25].

[ns OUEeHKM CXOACTBa 3aBUCMMOCTM «3KCMO3WULMA —
peaKkuus» y aeTen n B3POC/bIX MOXET OblTb MCNOJIb30BaHa
napagurMa HemeHbllen 3GPeKTUBHOCTU (3GPEeKTUBHOCTb
nccnegyemoro JIC He Hue 3DGEKTUBHOCTUM WM3BECTHOrO
KomnapaTtopa (nMpenapata CpaBHEHWS) M He npeBbllaeT
3apaHee YCTaHOBJIEHHbIN YPOBEHD).

Q. Zhang u coaBT. (2021) npoaHanu3npoBann AaHHble
ony6iMKoBaHHOM nuTepatypbl U otyetoB FDA 3a 18 net
(c 1998 no 2016 r.), B KOTOPbIX CYMUTaNMU, YTO B3aMMOCBSA3b
«3KCMO3ULMNS — peaKLms» y B3POC/bIX U AeTeN Oblfia CXOLHOMN.
Bo Bcex cnyyasx B nutepartype 415 OLEHKM Obl MPUMEHEH
JIOTUCTUHECKMNI PErPECCUOHHBIM aHalM3 C UCMONb30BaHNEM
06bEeAMHEHHbIX AAHHbIX NO MNeAMaTPUYECKMM W B3POC/bIM
nauMeHTam ¢ ComnocTaBNeHWMEeM MOSTHOM KPUBOM «3KCMO3MU-
uMa — peaxuwms» [28]. na onpegeneHuns npeaena HEMEHb-



wen apdeKTMBHOCTH (3aniaHMpoBaHHasa BeIMYUHA, Ha KOTO-
pyto adbdeKkTMBHOCTb uccnegyemoro JIC MoxeT 6blTb HUKe
npenapata CpaBHEHUs) aBToOpamMu UCMonb3oBanach JIMHEN-
Has perpeccuMoHHas MoAenb «3KCMO3WLMA — peaKkLums», a ans
TECTUPOBaHUA HeEMEHbLLEN 3PDEKTUBHOCTU — BaneCoBCKUE
ModenM U MeToa 6yTCcTpan B Tpex aKcnosuuuax (npu 10,
50 1 90-M nepueHTMNAX AnanaloHa 3KCNo3uuUuin Aos, pas-
pEeLIEHHbIX Y B3pochbiX). B pe3ynbtate aHann3a aBTopamMmu
6bIN10 06HaPYKEHO, YTO 7 U3 8 NEeKapCTBEHHbIX NpenapaTos,
NS KOTOPbIX paHee 6bl10 YCTaHOBMEHO CXOACTBO 3aBUCH-
MOCTM «3KCMO3WLMA — peaKkuus» y AeTer U B3POCblX, He
COOTBETCTBOBAIN KPUTEPUAM HEMEHbLLEN 3OPEKTUBHOCTH,
4TO 6bIN0 06YCNOBMEHO OrpaHUWYEHHbIM pasmMepom BblGO-
POK B MejnaTpuyeckunx uccnegosanusx. Q. Zhang n coasrT.
NPUWAN K BbIBOAY, YTO Mapagurmy HemeHblen apdeKTuB-
HOCTU C UCMOSIb30BaHUEM 6aMeCcOBCKUX MOAENEN UIN METO-
fa 6YTCTPan MOXHO CYMTaTb JyYLWMM NOAXOAOM A5 OLLEHKM
CXOACTBA «3KCMO3WLMM — peaKLun» Mexay neguatpuyeckomn
W B3POCAOW MONYASAUMAMWU, HEXENW cTaHdapTHble (IMHENn-
Hble) MeToabl, TaK KaK 3TW MOAXOAbl NO3BONAIOT OLEHMBATb
CXOACTBO B oOnpeeneHHOM [uanal3oHe BO3AEWNCTBMUSA, He
npuberas K aHanu3y NOSIHOM KPUBOM «3KCMO3ULUA — peak-
umsi». B pesynbrate MoxeT NoTpeboBaTbCs MEHbLLWI pa3mep
BbIGOPKK 1 He TpebyeTca c6op AaHHbIX 0 nnauebo [28].

SKCNEPTHAS OLIEHKA PE3YJIbTATOB

®APMAKOTEHETUYMECKUX UCCNELOBAHUNA

dapmMaKoreHomMuMKa Mu3y4aeT TreHeTUYeCKylo OCHOBY
MEXUHAMBUAOYANbHbIX pasfiniuMm 4dyBCTBUTENbHOCTU K JIC,
3apdEeKTUBHOCTU M ToKcmyHocTu JIC [3]. Ucnonb3oBaHue
3HaHWN GapMaKOreHOMUKN B KIIMHUYECKOW MpaKTUKe YCKO-
pUAOCL C POCTOM [OCTYMHOCTM FEHETUMYECKOro TecTMpoBa-
HUS M NOsIBNIEHMEM peKomMeHdauun no gosvposaHuto J1C
B 3aBMCMMOCTW OT FE€HETUYECKMX OCOOEHHOCTEW nalMeH-
Ta. PagpaboTka nocnegHuUx BeAeTcs B paMKax HECKOJIbKUX
npoekToB: KoHCOopLUWYyM MO BHEAPEHMIO KIMHUYECKOW dap-
MakoreHeTuku (Clinical Pharmacogenetics Implementation
Consortium; CPIC, https://cpicpgx.org/), basa gaHHbIX No
dapmakoreHoMmuke (Pharmacogenomics Knowledge Base;
PharmGKB, https://www.pharmgkb.org/), Cetb dapma-
KOreHoMHbIX uccnepoBaHuin (Pharmacogenomic Research
Network; PGRN, https://pgrn.org/), npoeKt Katanor noaHo-
reHOMHbIX uccnegoBaHum accoumnaumnn (GWAS (genome-wide
association studies) Catalog, https://www.ebi.ac.uk/gwas/)
W npoeKTt BabySeq (paHAOMW3WPOBaAHHOE WCCleaoBaHue,
KOTOpoe U3y4yaeT MeANLMHCKME, NOBEAEHYECKME U SKOHOMM-
YecKkue npenmyLLecTBa UHTErpaLumn reHoOMHOro CEKBEHMPO-
BaHWS B yX04 3a 340P0BbIMWU M 60/IbHLIMW HOBOPOXKAEHHbI-
mu, https://www.babyseqproject.org/).

JlekapcTBeHHble npenapatbl ¢ AENCTBYIOLMMU PEKOMEH-
AauvsaMu No JO3MPOBaHMIO, OCHOBAHHbIMU Ha AaHHbIX dapma-
KOreHEeTUYECKOro TECTUPOBAHMS, LUIMPOKO UCMONb3YIOT B Neau-
aTpuyeckon npaktuke. TaK, B uUccneaoBaHUKU, NpoBeAEeHHOM
L.B. Ramsey 1 coaBT., MOKa3aHo, YTO MO KpawnHen mepe 0aHO
J1C, peKkomeHaoBaHHOe KOHCOPUMYMOM MO BHEAPEHUIO KiK-
HUYeCKON GpapMaKOreHETUKM AN Ha3HAYEeHUS C YY4ETOM reHe-
TUYECKMX OCOBEHHOCTEN nauueHTa, nonydann 8-11 ThbiC.
Ha 100 Tbic. neanaTpuyeckmx nauumeHTtoB [29]. Mo Hawemy
MHEHWIO, NeanaTpuyeckne naumeHTbl UMEKT BbICOKYIO BEPO-
ATHOCTb MOMYYMTb MOMb3Y OT OCHOBAHHOIO Ha AaHHbIX MO
dapmaKoreHomM1Ke [03MpoBaHMUS. YNOMSAHYTbIM KoHcopuuym
BK/IIOYAET pas3gen no neguaTpun B Kaxkaoe M3 CBOWX KIWMHM-
YEeCKMUX PYKOBOACTB, @ HEKOTOpble PYKOBOACTBA COAEpKaT
OTAENbHbIE PEKOMEHAALMK Ans AeTen u B3pocnbix [3].

OAHUM M3 paHHMX MPUMEPOB MPUMEHEHUS B neauart-
pUYecKomn npaKTuke dapmMaKoreHeTM4ecKux accouuaumn
ABNSAIOTCA [EHbl TUOMYPUHOBOW S-MeTUnTpaHchepasbl

(thiopurine methyltransferase) TPMT v HyauKc-ruaponasbl 15
(nudix hydrolase 15) NUDT15. HekoTopble reHeTMyeckue
BapMaHTbl 3TUX FEHOB aCCOLMMPOBaHbI C NoTepen GyHKLMK
reHoB TMPT u NUDT15, 4To BeAeT K 3aMeNeHnto MHaKTUBa-
UMM U NOBLIWEHMIO KOHLIEHTPALMU aKTUBHbIX METab0NUTOB
nleKapcTB — npou3BoAHbix TMonypuHoB [30]. B pesynbrate
y OETen CHUXKaeTcs nepeHocumasa gosa atux JIC u BO3-
pacTtaeT PUCK PasBUTUS TAXKENbIX HeXenaTeNbHbIX peak-
LIMI, TaKMX KaK MUENOCynpeccus U renaToToKCUYHOCTb [28].
NHamMBmayanusaums Ao3bl TMOMYPUHOB Ha OCHOBE AaHHbIX
reHOTUNMPOBAHUS Yy NMaLMEHTOB C FEHETUYECKUMMU BapuaH-
Tamu reHoB TMPT n NUDT15, accounMnMpoBaHHbIMU CO CHU-
YEHWEM WNKU MOSIHOW noTepen QYHKLMKM COOTBETCTBYIOLLMX
GEepPMEHTOB (Y NPOMEKYTOYHbIX U MeAIEHHbIX MeTabonn3aTo-
pOB), NO3BONSET AOOUTHLCSH CHUKEHNSA UX KOHLLEHTPALMOHHO-
3aBUCMMOM TOKCUYHOCTU 6€3 BANAHUSA Ha NPOTUBONENKEMU-
YecKkylo adPeKTnBHOCTb [31].

Opyron npumep — dpepmeHT CYP2D6 cuctembl LIUTOXPO-
Ma P450, yyacTtBylolwmin B 6UoaKTMBaUuMKM KodewHa. bbino
06HapYXEHO, 4TO MPUMEHEeHMEe CTaHAapTHbIX 403 KoAewHa
B rpynne ynbTpabbiCTpblXx MeTabonn3aTopoB BeAeT K nepe-
no3upoBke n cmeptn [32]. ChnegoBaTenbHO, FrEHOTUNMPOBA-
Hue CYP2D6 MoxeT 6blTb MCMONb30BaHO Ans nogbopa 403
C uenbto 6esonacHoro U adPeKTMBHOIro NPUMEHEHUS Koae-
WHa. B paHHeM HeoHaTaNbHOM Mepuoae MOXKHO He BbIIBUTb
3HAYUTENbHbIX pasnnyinn B metabonuame J1IC BBUAY HEDYHK-
LIMOHUPOBAHMS annenen, y4acTByloWwmnx B cnuHTe3e depmMeH-
Ta [32]. Mo mepe yBeNnMYeHUs IKCMNPECCUU FeHa BAUSHUE
reHotuna Ha GeHOTUN CTaHOBMTCA 3amMeTHbIM. TaK, R. Ward
1 coaBT. (2010) o6HapyKMnu U3MEHEHWE C BO3pPacToM mMeTa-
6o0n11M3Ma naHTtonpasona noj agevcrenem CYP2C19 y HoBoO-
POXKAEHHbIX U rpyaHbix geten [33]. Bmecte ¢ TemM M3BECTHO,
YTO aKTMBALMA CMHTE3A OTAENbHbIX LIMTOXPOMOB NPOUCXOANUT
HennHenHo. B yacTHocTH, nepBbIv MUK akTuBHOCTM CYP2C19
NPUXOAMTCA Ha MEPBYD HEAENO XKM3HU HOBOPOXAEHHOrO,
nocrne 4yero B TedyeHue nepsbix 20 Hel NOCTHATaIbHON XU3HU
aKTMBHOCTb depMmeHTa OCTaeTcs Ha HWU3KOM YPOBHE, KaK
n KnupeHc J1C, metabonuaunpyembix atTum pepmeHtom [33].
B cnyyae CYP2D6 cBaA3b reHotMna ¢ GEHOTUNOM [AaHHOWM
M30hopMbl OBHapYKMBAETCH YyXKe 4yepe3 2 Hep nocne pPoXK-
nenus [33], Torga Kak ana apyrux nsopopm CYP Tpebyetca
60nblle BPpeEMEHU A/ NOMHOMo NposBaeHUsa ux addekra [33].
B oTaMyvMe OT UMTOXPOMOB, AKTMBHOCTb TUOMYPUHOBOWM
S-meTunTpaHchepasbl MUMeEeT MOCTOSHHbIM XapaKkTep, nos-
TOMY 3KCTpanonsuus AaHHbiXx O reHe TMPT, nofayyYeHHbIX
B KIMHUYECKMUX UCCNEA0BAHUSIX C yHacTMEM B3POCAbIX, Liene-
coobpasHee. Ecnu BapmaHT reHa CYP2C19 accouumpoBaH
C NOJIHbIM OTCYTCTBMEM CHHTE3a MM CMHTE30M KaTanuTuye-
CKM HEaKTMBHOro depmeHTa, BAUsSHUME Ha dapMaKOKMHETH-
Ky naHTonpasofia B paHHEM BO3pacTe TPYAHO YCTaHOBWTb,
OCHOBbIBasiCb TO/IbKO Ha aHanu3e GapMaKOKMHETUYECKMX
noKasaTtesfien, Tak KaK B nepsble 8 HeJ XU3HW aKTUBHOCTb
3TOro PepMeHTa HM3Kas U coctaBngeT nopsaka 12—-15% ot
TakoBow y B3pocibix [33]. M TONbKO NpU YBEIUYEHUN IKC-
npeccun reHoB LMTOXPOMOB pasHuula B deHoTunax cTaHeT
3ameTHoM [33]. B cnyyaax ¢ CYP1A2, CYP2C9, CYP1A2,
CYP2C19 1 CYP3AA4I15, Korga aKcnpeccus reHa y AeTen Boille,
4YeM y B3POCbIX, CBA3b FEHETUHECKMX BapMaHTOB C NoTepen
GYHKUMK depMeHTa MOXKET 6biTb 60siee BbiparKeHHoN. Ecnun
K€ reHETUYECKMIN BapuaHT BbI3blBAET MLLIb HE3HAUYUTENBHOE
CHUXKEeHMe PYHKUMMK, NOBbIWEHHas 3KCNPeccus reHa y geten
cnocobHa MacKMpoBaTb Pas3nuyus, KOTOpble B MPOTUBHOM
cnyvyae Habnoganucb 6bl y B3pocbix [33].

B 3aBeplieHne BaXKHO OTMETUTb, HYTO MPU FEHETUYECKOM
NporHo3vpoBaHun nepeHocumoctn JIC HeobXoauMo yyu-
TbiBaTb AEWCTBUE U HEreHeTUYeCKMUX GaKTOpoB, TaKMUX KaK
3penocTb npoueccoB novyeyHow anumuHaumm [30]. Kpome
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TOro, NPUMEHEHNE B NeanaTpuU4eckon npakTuke dapmako-
reHETUYECKMX MoAxoaoB K Ao3upoBaHuto JIC orpaHuy4eHo
MafOYUCNEHHOCTbIO UCCnefoBaTeNbCKMX AaHHbIX. Kak cnea-
CTBUE, PO KIMHUYECKUX PEKOMeHAaUMn No papmaKoreHe-
TMYECKOMY JOSMPOBAHMIO HE MOTYT LUIMPOKO MCMO/b30BaThCS
B K/IMHUYECKON MPaKTUKE MU LOMKHbI MPUMEHSATLCS C OCTO-
poxHocTbio [3, 30].

UCNOJIb3OBAHUE JAHHbIX

PEAJIbHOWH KJIMHUYECKOM NMPAKTUKH

MpeunsnoHHoe gosunposaHue JIC n onpegeneHne noTeH-
LManbHOM MONb3bl/pPUCKa MNPUMEHEHUS NIEeKapCTBEHHOrO
npenapata MOryT O6biTb BbIMNO/HEHbl Ha OCHOBE AaHHbIX
peanbHON KIMHWYECKOW npaKTuku [34, 35]. MNocneaHne —
3TO AaHHble, OTHOCAWMECSH K COCTOSIHUIO 340POBbS Nauu-
€HTa U/UNKN K npoueccy OoKkalzaHus MeaWLMHCKON MOMOLLM,
Nnoslyd4eHHble N3 PasInyHbIX UCTOYHMKOB [35]. C aTON Lenbto
Heo6Xx0MMO CO3AaThb M NOAAEPKMBATL B aKTyalbHOM COCTO-
SHWUM 3NEKTPOHHbIE 6a3bl JaHHbIX, 06eCneYnB BMECTE C 3TUM
HenpepbIBHbIA JOCTYN K HUM KAMHUUMCTOB. B HacToswee
BpeMsi nayt pas3paboTka M BHeAPEHME Pa3NUYHbIX MHCTPY-
MEHTOB A9 NOAAEPHKKM OYHKLMOHMPOBAHMS CUCTEM Xpa-
HEeHUs M 06paboTKM AaHHbIX. Ha OCHOBE 3TUX CUCTEM YXKe
OENCTBYIOT anroputmbl go3npoBanuna J1Cy geten.

OpHa 13 Takux cuctem — Insight Rx Nova (Insight R, Inc.,
CLLUA) — MHTErpupoBaHHbIM B 3N1EKTPOHHbIE UCTOPUKN 6oNe3-
HUW KanbKynatop ans pacyeta o3 JIC. Cuctema paspaboTaHa
NS LO3MPOBaHWS BaHKOMMUMHA, HO B nocneayolem 6bina
paclnpeHa v B HacTosiLee BpeMs BKIOYAET B ce65 NaKeTbl
ansa pacyeta o3 anga 6onee yem 100 apyrux J1C.

Ewe ogHa cuctema — PrecisePK (PrecisePK, CLLUA) —
BKNOYaET B cebs 6a3y AaHHbIX KIMHUYECKUX PEKOMEHAaLMM
M NO3BONSET CTPOUTL JIEKapCTBEHHbIE MOAENN pacyeTa A03
NS Pa3fnMYHbIX NONyASaUMI NALMEHTOB, B TOM YUC/E Ya3BU-
MbIX Fpymnmn, ¢ MCNoSb30BaHWeM 6anecoBCKOro MeToaa.

Cuctema Best Dose (The Laboratory of Applied
Pharmacokinetics (LAPK), CLLUA) padpaboTaHa gns cosgaHus
MHAMBUAYANbHOrO peXuma AO03MPOBaHMS Ha OCHOBE Hena-
paMeTpUYECKON MHOXXECTBEHHOM MOAENMN.

PaspaboTka cucteM NoaaeprKKU MPUHATUSA KIUHUYECKUX
peWeHMn Ha OCHOBE NPOrpamMm, WMCMONb3YKLWWX AaHHblE
peanbHOM KIMHUYECKOM MPaKTUKK, aKTyasibHa M Ans nepco-
Hann3aunn TpaeKTopun nedeHns [36, 37]. Peanmsauma Takux
Mogenen B BMAE NporpammHoro o6ecneyeHms ¢ NOHATHbIM
MHTEpPENCcoM NO3BONSET NPOBOANTb PapMaKOMETPUYECKUI
aHanua, He Tpebys OT KIMHULMCTOB OBGLUMPHbBIX 3HAHWUI B 3TOM
obnactu. B peasynstate MoryT 6biTb AOCTUIHYTbI TEpaneBTUYe-
CKME Lenu, HegoCTUKUMbIE MPU TPaAULIMOHHOM GUKCUPOBAH-
HOM WMAKX CTPaATUDULMPOBAHHOM [LO3MPOBAHMMU, KOTAa OAHY
103y PEKOMEHAYIOT A5 LUMPOKOro Kpyra naumeHTos [37].

Mpumep Takoro nporpammHoro ob6ecneyeHns — Lyv
(Pumas-Al, CLLIA) — cucTema noaaepxKu NpuHATUS pelle-
HUM ana npumeHeHunsa JIC y geter u B3POCHbIX, KOoTopas
MCMONb3YET AaHHblE KIMHUYECKUX UCCNEeAOBaHUI U 3anuncu
3NEKTPOHHbIX MeAUUMHCKMX KapT (BMK) MnanmMoHoB nauwu-
€HTOB A5 pa3paboTKM anroputMoB Ao3upoBaHus. locne
BBOAaA AaHHbIX O MauueHTe (MOKa3aHWe K Ha3HayYeHwuto
J1C, BO3pacT, macca Tena, pocT, NoJ, ypoBEHb KpeaTUHMHA)
N papMaKOKMHETUYECKUX NEPEMEHHbIX (LeneBas nukoBas
M MUHMMaNbHas KOHLEHTpaLuMK) cucTema npeaoctaBnser
OUEHKMU KnpeHca n o6beMa pacnpegenenus JIC ona naum-
€HTa, NpefnaraeT PeXMM J03NPOBaHUS C YyKasaHWeM Bepo-
ATHOCTU [OCTUIKEHUS LieneBon KoHueHTpauuu AUC (Area
Under the Curve — nnowaab nog Kpnsown). locne noaTsepx-
[eHNs1 PeKOMEHAOBAHHOIO peXMMma [O3MPOBaHUS cucTema
coctaBnsieT rpaduK, BU3yanusnpyolwmn npoduib KpuBomn
«KOHLIEHTpauus — BpeMs» MPeanoXKeHHOM JO3NPOBKHU, a TaK-

e rpaduk gosunposaHus. P. Jarugula u coaBT. [37] 6bin npo-
BEAEH PETPOCMNEKTUBHbIN aHann3 adPEeKTUBHOCTM PabOoThbl
aTON cucTtembl. [TokaszaHo, 4To 6osiee NepcoHann3npoBaH-
HbIK noaxoa B 37% NpUBOAUA K CHUXEHUIO O6LLIEN CYTOYHOM
[003bl, TaK KaK daKTUYeckue J03bl B 60/bHULIE NPUBOANIN
K KOHLIEeHTpauuu Bbllle LeneBoro avanasoHa. B uenom
pekomMeHaoBaHHas Lyv HavyanbHas go3a 6bia HUXKe.

[ns “Mcnonb30BaHUSA Ha MOCTOAHHOW OCHOBE KOMIMbIO-
TEPHbIX MPOrpaMm C YCTaHOBAEHHbIMM B HUX dapmaKo-
METPUYECKUMIU MoZensaMn TpebytoTcs PuUHaAHCOBOE y4ac-
TME W HOpMaTMBHasa MOAAEPXKKa CO CTOPOHbI rocyaapcTBa
C Uenblo pasBUTUS TEXHOMOTMW U 0Oy4eHWs MepcoHana
paboTe B HOBbIX MHOOPMALIMOHHbBIX CUCTEMAX. TaKKe Heoob-
X0OUMbl MccnegoBaHus 3POEKTUBHOCTM M 6Ge30MacHOCTH
3TUX cuctem [36, 37].

BaXHbIM MCTOYHMKOM MHOPMaLMKU ANS TOYHOro A03u-
poBaHus JIC asnatotca AIMK — COBOKYNMHOCTb 3M1EKTPOHHbIX
nepcoHasbHbIX MEAULIMHCKMX 3anucen, cobupaembliX, Xpa-
HALLMXCS M MCMONMb3YEMbIX B PaMKax OAHOW MeAMLMHCKOWM
opraHu3zaumn [38]. Mcnonb3loBaHne IMK pe3ko BO3pOC/O
B nocnegHuve rofbl [39], OHM AOCTYMHbI BO MHOMMX CTpaHax
MUpa M CKOPO CTaHyT YyHMBepcanbHbIM cpeacTBom cbopa
M XpaHeHWs AaHHbIX naumeHToB. docTtynHocTb AMK ynpocTtu-
na cbop JaHHbIX, obecnevynna Nerknin AocTyn K 6onbliemy
KOMMYECTBY CBEAEHUI O 3A0POBbE NALMEHTOB M MOKa3aTensax
dapMaKOKMHETUKM NPW ropasfo MEHbLIMX 3aTpaTax B CpaB-
HEHWU C KOHTPOAMPYEMBIMWU KIAMHUYECKUMM UCMbITAHUS-
mMu [40]. TeM He MeHee, ncnonb3oBaHne gaHHbIX AMK conpo-
BOXAAET psj Npobnem, CBA3aHHbIX C 60/1bLIMM KOMMYECTBOM
[JaHHbIX M MEepPeMEeHHbIX, KOTopble HeOo6X0AMMO npoaHanv-
3upoBaTb A4S o6ecrneyeHns TOYHOCTH, KavyecTBa M NOSHOTLI
cBeaeHnin. COOTBETCTBEHHO HEKa4yeCTBEHHbIE W HEMOMHble
[aHHble MOrYT CTaTb MPUYUHOM MPUHATUS HEBEPHbLIX pelle-
HWI, CBA3aHHbIX ¢ fo3npoBaHueM JIC y NauMeHTOB C peaKuMu
3a601eBaHUSAMU. BaXKHbIM OrpaHMyYeHuem MUCMonb30BaHUS
[aHHbIX 3/IEKTPOHHbIX KapT SBNSETCA BbICOKUIA PUCK CUCTe-
MaTU4yeCKon OLWMOKK, CBA3AHHOW C BbIBOPOM 03 Ha OCHOBE
MHEHMWS Bpaya M ero KIMHUMYECKOro OMbiTa, YTO MOXET Npw-
BOAMTb K HEAOCTMKEHMIO LeneBblX IPDEeKTUBHbIX KOHLEHT-
pauun B naasMe KPOBM WM, HAOBGOPOT, K AOCTUMKEHUIO
TOKCUYECKUX KOHLEHTpauuin. Takum obpasom, nogobpatb
adPeKTUBHbIE U 6e3onacHble A03bl JIC Ha OCHOBaHWK pearib-
HbIX AaHHbIX MO-MPEXHEMY MOTEHUManbHO Npo6remMaTuyHo,
MOCKO/MIbKY TPYAHO KOHTPO/IMPOBaTb BAMSIHUE BMeLlUMBato-
wmxcs daktopos [40]. BmecTe ¢ Tem gaHHble AMK ocoben-
HO MOfIe3Hbl NPU HEOBXOAMMOCTU OLEHKM 3DPEKTUBHOCTH
n 6esonacHocTK JIC npu nevyeHunn peakux 6onesHen [38].

MOAENTUPOBAHUE U CUMYNALUA

ONA PASPABOTKM JIEKAPCTBEHHbIX CPE[JCTB

B 2021 r. KnMHMYeckuMun dpapmakonoramu m3 LeHTpa
OUEHKW W uccnefoBaHUA NeKapCcTBEHHbIX cpeacts FDA
(Center for Drug Evaluation and Research, CLLUA) 6bin npose-
[EH aHanu3 npumeHeHus GapMaKoMETPUYECKUX MOAXOA0B
B nporpaMmmax paspaboTku neguatpuyeckux JIC ¢ 2012
no 2020 r. [41]. YcTaHOBNAEHO, YTO CTaHAapTHble MOAXOAbI
K BblGopy cTpaTerum gosuvpoBaHunsa JIC (annomeTtpuyecKoe
MacwTabupoBaHUe) MO-NPeXHEMY OCTaloTCA OCHOBHbIMM
npu paspabotke negnatpuyeckunx JIC 1 NpUMEHSOTCS NOYTH
B 50% cny4yaeB. Tonbko B 7% 4715 Bbi6Opa HavyanbHOW 403bl
MCMONb30BaNUCh NOAXOAbl MOAENMPOBAHMUA WU CUMYNAALMMK.
Mpwn atom B CLUA TeKywmm ypoBeHb 0gobpeHus JIC, nsyyex-
HblX B MeauMaTpUYeCcKUX nccneaoBaHusix, aBnseTca obHaje-
XuBatowmm (M3 275 nporpamm paspabotku JIC ang aeten,
nogaHHbix B FDA, 6b1n 3apeructpupoBaHbl 210). OgHaKo
KaxJoe 4eTBepToe MccnefoBaHue 3aKaHuiMBanocb A06po-
BOJIbHbIM OTKA30M OT NMoAayYv AOKYMEHTOB Ha perncrpaumio



JIC unn oTKa3om B perucTpaumm perynsTopHbiMKM OpraHamu.
B aton cBS3M Lenblo Gyaylmx neanaTtpuyecKux Mccnepo-
BaHWM BOMNpPOCOB Ao03upoBaHusa JIC MoxeT cTaTb co3aaHue
eVMHOro anroputma ans Bbi6opa MeToAa MoAeNMpOBaHUs
C LEeNblo CHUXKEHUS pUCKa Heyaad paspabotku JIC no npwu-
YMHE HEBEPHO NogobpaHHbIx 4o3 [41].

Mpy 3TOM MOAENMPOBaHWE MOXET NMOMOYb MpPU Co3Aaa-
HUK nporpaMmm paspaboTtkun JIC ana geten. Tak, B 3aBUCHU-
MOCTM OT TMMa MCXOAHbIX AaHHbIX, AOCTYMHbIX 415 aHanuaa,
W MOCTaBNEHHOW LeNn MOXET O6biTb BblOpaH TOT WM WMHOM
dapmaKomeTpuyecKkui nogxoa. Hanpumep, mogenvposaHue
W CUMYNSALKMS (daHHbIM TEPMUH B MEXAYHAPOAHON NuTepaTtype
06beanHSET BCE NEPEYUCIEHHbIE paHee MOAENN) UCMNOMb3Y-
0TCS AN MPUHATUS pelleHns 06 OCyLLeCTBMMOCTHU NeanaTpu-
YECKOW peLenTypbl WK NepBOHa4YanibHOW NMPOrHO3Mpyemon
[403€e Npu NPYMEHEHWM BMEPBbIE Ha NIOASX UK BMepBble Ha
nauuneHTax. PrManonornyeckm 060CHOBaHHbIE hapMaKoKUHe-
TUYECKME MOJenn UCMNoNb3yoT ANs aHanuM3a 6uodapmanes-
TUYECKUX AaHHbIX (Hanpumep, GU3MKO-dapmMaLleBTUYECKMX
ceonct JIC), npeaperucTpaLlmoHHbIX AaHHbIX, NpU Banuga-

UMK LLlenn n BbiI6ope MONEKyN-KaHAMAATOB 4151 KIMHUYECKMX
ncenegoBaHuin. B dapMaKOKMHETUYECKMX MOAENSX MCMNOSb-
3yloTCs AaHHble 0 dapmaKoKkunHeTuke JIC npu npoBeaeHumn
KIMHWYECKUX NCCnefoBaHWi B NONyNALMU 340POBbIX B3POC-
NbIX 4OGPOBONBLEB 415 MPUHATUSA PELLEHUS O BO3MOMXKHOCTH
npumeHenusa JIC B neguaTpuyecKor nonynsumn u Bblbope
nepBoOHaYasbHON MPOrHO3MPYEMOW A03bl MPU MPUMEHEHUK
BMEepBble Ha NOASX UK BNEpPBble Ha NauuneHTax [41, 42].

B HacToslee Bpema dapmMaKoMETPUYECKME MOAENN MPU-
MEHSIOT NP NNaHMpoBaHWKn ¢asbl | KIMHUYECKUX MUCCneado-
BaHun JIC y geten u nogpocTkoB. A. Vinks n coasT. (2021)
B CBOeW paboTe paccmatpuBanuM MpUMEHeHWe MEeTOA0B
MOAENNPOBAHUSA U CUMYNSaUMK ana nogbopa Jo3bl U onpe-
feneHvs amsanHa Ha npumepe ¢asbl | dapMaKoKUHETHYe-
CKOro MCCNefoBaHUs MHransuMoOHHOro fIoKcanuHa y aeTten
(c™m. pucyHOK) [42]. PesynbTaTbl NOKasasnu, Y4To obLuias aKcno-
3ULUMS JIOKCaNWHa COOTBETCTBOBAfa NMPOrHO3aM, MNoNyveH-
HbIM MPU MOAENMPOBAHUN UCCnefoBaHNUS. JaHHbIR npumep
OEMOHCTPUPYET, 4TO NMOAXOAbI MOAENUPOBAHUS U CUMYNALMK
MOTyT NOMOYb B onpegeneHmm 6e3onacHblXx U aGOGEKTUBHbIX

PucyHoK. Vcnonb3osaHne papMaKoMeTpUHECKUX Moaesien npu niaHuposaHum ¢asbl | uccnefoBaHnd MHrangLUOHHOro JIoKcanuHa y AeTen

1 NOAPOCTKOB (afanTupoBaHo K3 [42] C UBMEHEHUSMW)

Figure. Use of pharmacometric models in the phase | planning of inhaled loxapine study in children and adolescents (adapted from [42]

with changes)
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MpumevaHue. D-onUMOHaNbHbIN Pa3peXeHHbIN An3aiH BbIGOPKM — MOLENb IMHEMHON ONTUMU3aLMK, 6a3npyolascs Ha BblopaHHOM
KpUTEpMM oNTMManbHOCTU. KpuTepuin onTMManbHOCTM MPUBOAUT K MUHMMU3aLMK 0606LLEHHON ANCNEPCUM OLLEHOK NapaMeTpoB

Ons 3ajaHHon mogenu. Mpu nnaHMpoBaHUKU UccefoBaHKs IoKcanuHa bl NpoBefeH aHannad D-onTumanbHOro AM3anHa ¢ MCnofib30BaHuem
nporpammbl WinPOPT Bepcuu 1.2 (WinPOPT Development Team, HoBas 3enanauns). D-ontuManbHbIA AM3aiH NPOBOAWICS CO CeayoLWMMM

orpaHuyeHnsMu: Bce NPobbl AOMKHbI Obliv 0TOMPATLCS B TedeHne 12 4 nocne npuema npenapata, LJONOAHUTENbHble NPO6bl —
yepes 24 u/unu 48 4 nocne npuema, camoe paHHee BpemMs otéopa npo6 — 1 MUH nocne BBeAeHUs npenapara, a ¢ 1-1 no 3-10 MUH

[ornycKanacb ToNbKO ogHa npoba. KonnyecTBo To4yek ot6opa npob 6bi10 YCTAaHOBAEHO Ha YpOBHE 7. <*> — and onpegeneHns Heo6xoanmoro

KONM4yecTBa NaLMeHTOB, TPeGYeMOro 15 NeanaTPUHeECKOro UCCeAoBaHNS GapMaKOKMHETUKM, Obl NPOBEAEH aHaMN3 MOLLHOCTH
CTaTUCTUYECKUX KPUTEPHEB C KpUTepmemM mMolHocTn 80%, 6binv NPOTECTUPOBAHbI Pa3MyHbIE CLUEHAPUM-KaHanaaTbl Ha pa3Mep BbiIGOPKH

C NMOMOLLbIO NpoLeAypPbl MOAENMPOBAHUS U MOATOHKMU.
McTouHuK: Vinks A. 1 coaBT., 2021.

Note. D-optimal sparse sampling design is linear optimization model based on the selected optimality criteria. The optimality criterion
results in minimizing the generalized variance of parameters for the assumed model. D-optimal design via WinPOPT version 1.2
(WinPOPT Development Team, New Zealand) was conducted while planning the loxapine study. D-optimal design was conducted

with the following limitations: all tests were performed within 12 hours after drug administration, additional tests — 24 and/or 48 hours

after drug administration, the earliest testing time was 1 minute after administration, and only one sample was allowed from the 1st to the
3rd minutes. The number of cutoff points was set at 7. <*> — power analysis of statistical criteria with a power criterion of 80% was carried

out to determine the required number of patients for pediatric pharmacokinetic study. Various scenarios for sample size were tested via

modelling and fitting procedure.
Source: Vinks A. et al., 2021.
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[103 ¥ AMana3oHOB A03 Y AeTew U MOAPOCTKOB NPU MAaHUPO-
BaHWW KIIMHUYECKUX UccnefoBaHum [42].

3AK/IIOYEHUE

Onsa uenoro psga 3aboneBaHUi ycrex nevyeHns Hanps-
Myl 3aBMCMT OT BbliGOpa OMNTUManbHOIO pexunma A03U-
poBaHusa JIC. O6ecneynTb NpaBWIbHOCTb TaKoro BbiGopa
MOXHO C y4eTOM OU3NONOrMYECKUX, NAaTODPU3NOSTOTUYECKNX
N OHTOreHETMYECKUX OCOOEHHOCTEW MaLMEHTOB, a TaKkKe
dapmMaKoOKMHeTU4YecKux xapakrepuctuk JIC. OgHako npa-
BW/IbHbIM BbIGOP [O03bl OCTAETCA TPyAHOM 3ajadvyen angd
MEOMNLMHCKMX pabOTHMKOB, NpeXae BCero Bpayen-negmar-
poB. Ha atom ¢oHe, No AaHHbIM aHanu3a, NPOBEAEHHOr0
J1.C. HamasoBou-bapaHoBon 1 coaBT. (2010, 2022) cywe-
CTBYET BblpaXEeHHbIN LeDUUMT KAMHMYECKU [OKa3aHHbIX
OaHHbIX N0 NpuMeHeHuto JIC B negmMaTtpuyecKon npakTnke
[7, 8]. lutepatypa no KAMHUYECKON dapMaKonormn coaep-
YUT MHOXECTBO Hay4HO OOOCHOBAHHbLIX PEKOMeHAaLun
no JO3MPOBAHMUIO C MCMOAb30BAHMEM Pa3MyHbIX GOopMyN
N KOadPMUMEHTOB, NPUHLUMMNOB 3KCTpanonsumn u dapma-
KomMeTpun. HecmoTpa Ha 60blIOEe KOMMYECTBO METOAO0B
dapmaKoMeTpun ans onpeaeneHns pexunma Ao3MpoBaHus
y AeTen, NpocToe anoMeTpuyeckoe MacwTabupoBaHue
no-npeXKHeMy OCTaeTCs CambiM 4acTO MCMOb3yeMbIM METO-
[OM W HaxoAWT CBOE MPUMEHEHUS B pasfnyHbix obnacTax
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B 0630pe npeacraBieHbl cBEAEHUSI 06 MUC0b30BaHMM MOrypToB B NUTaHUM MaageHueB. OnucaHbl CBOMCTBA 3TUX KMUC-
JIOMOJIOYHBIX MPOAYKTOB, C KOTOPbLIMU CBSI3aHbl yPreHTHblE M OTCPOYEHHbIE CaHOreHeTUYeCcKue ap@eKTsbl. [lokasaH onbIT
PUMeHeHNs NorypToB, 060ralleHHbIX npe- 1 npobuoTUKaMu, B AMeToTepanuu AeTen, nepeHeclunx MHOEKLUMOHHbIe 3a60-
neBaHus. O6cyKaaeTcs nepcrneKTnBa UCroIb30BaHUS HOorypTa 419 KOPPEKLUMN HapyLUEHUI KULLEYHON MUKPOBMOTLI y AeTeM
C QYHKLMOHaIbHbIMUY HapyLUEHUSIMU MULLEBAPEHUA U XPOHUYECKON COMaTUYECKOM NMaToIormen.
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BBEAEHME CaHoreHeTMyecKass BaXHOCTb MPOAOIKMUTENIbHOIO pyaHO-
3Ha4YMMOoCTb CTapTOBbIX 3TarnoB OHTOreHesza B op- ro BCKapm/iMBaHua B NpeaynpexaeHnn He TONbKO OCTPbIX
MUPOBaHWK NPeLPacrnONOXEHHOCTU K pas3fMyHbiM 3a60- WHOEKLUMOHHbIX 3a60neBaHWi, HO M OTCPOYEHHbIX 3HAO-
NIeBaHUAM KaK y AeTen, Tak U y B3POC/bIX yKEe He Bbl3bl- KPUHHBIX M CepAevYHO-COCYAUCTbIX paccTponcTB [4, 5],

BaeT comHeHun [1-3]. Bmecte ¢ Tem o06Llen3BECTHA a TaKXe KOTHWTUBHbIX HapyleHun [6]. Ana mnageHues,
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This review provides data on the use of yogurts in infants’ nutrition. The properties of these fermented milk products and associated
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BbIHY)XAEHHO MOoNy4aloLmMx CMellaHHoe UM UCKYCCTBEHHOE
BCKapM/iMBaHue, pa3paboTaHbl pa3HOO6pa3Hble MOJIOYHbIE
CMECH, HEKOTOPbIE M3 KOTOPbLIX BK/IOYAOT cybCcTpaThl, UMU-
TUPYIOLWLME YHUKaNbHbIE MPOTEKTUBHbIE GaKTOPbl MPyAHOrO
MoJioKa [7, 8]. MMocKonbKy peann3auus caHOreHeTUYecKo-
ro noTeHuMana TaKMX KOMMOHEHTOB FPYyAHOro MOJSIOKa BO
MHOrom ob6ycnosneHa $GoOpMMUPOBaAHMEM 340POBON MUKPO-
6MOTbl KMLWEYHMKa, B COCTAB COBPEMEHHbIX MPOAYKTOB AET-
CKOro MWUTaHMS — KaK afanTUpPOBaHHbIX, Tak M HeaganTu-
pPOBaHHbIX — 4aCTO BK/OYAOT cybCTpaThl, MHAYLMPYOLLME
POCT CUMOBUOHTHBIX MUKPOGOB (MPEBUOTUKN) U/UNK LWITaMMbl
MWKpPOOpraHnamoB (Mpo6uoTnkm) [3, 9]. bonee Toro, MmHorne
JETU HY)XJaloTcs B MPOTEKTMBHOM AMeToTepanuu U nocne
NepBbIX IET }U3HW, B TOM YMcne 4ns 06neryeHns ycBoeHums
MUK 1 NOAAEPKaHMUS 340POBOr0 MUKPOBMOLIEHO3a KMLLEY-
HuKa [10, 11]. Cpeaun TaKux Aeterm — He TOMbKO MaLMeEHTbI
C KaKon-nnMbo naTtofiorMen (racTpoOMHTECTUHAaNbHOW, annep-
rMYECKOWN, SHAOKPWUHHOM), HO U 3HAYUTENbHOE KOSIMYECTBO
NPaKTUYECKM 300POBbIX MaAEHLEB C QYHKLMOHaNbHbIMM
HapyLeHNaIMK nuueBapeHnss (KOIMKKM, 3anopbl, CpbirnBa-
HUS). OAHUM M3 OMETUYECKMX NOAXOA0B, 0bneryawLmx nepe-
BapMBaHWe MOJIOYHOro 6€enKa U XXUPOB y AeTEN C NaToNiornen
WM/Mnn ¢ AUCOYHKLMAMMU NULLEBAPEHUS, ABASETCH UX Npea-
BaputenbHoe dbepmMeHTMpoBaHWe (CKBallMBaHWE) C UCMNOSb-
30BaHWeM MUKpoopraHnamos [12, 13].

KUCJ/IOMOJIOUYHBLIE NPOAYKTbI B JETCKOM

NMUTAHUU — OT MPOCTOIO K C/ZIOXXHOMY

YenoBeyecTBO MCMNONb3YET KUCIOMOJIOYHbIE MPOAYKTHI
C rny60KOW APEeBHOCTH, MPUMEHNAS ANS UX MPUrOTOBAEHMS
B TOM YMUCMe CKBaWMBaHME MOJSIOKA AOMALUHWUX KMBOTHbIX
pa3HbiMK criocobamu [14, 15]. HaumHas ¢ XIX B. 1 o HacTo-
AWeEero BPEMEHM BbINOJHEHbI MHOMOYMC/EHHbIE UCCNeLoBa-
HUS, NOCBSLLEHHbIE NOIE3HbIM CBOMCTBAM KMCIOMOMOYHbIX
npoaykros [12-14].

KynbTypbl MMKPOOPraHM3MOB, MPUMEHSEMbIX AN 3aKBa-
LUMBAHMS MOSTIOKA, Pa3nnyHbl. Tak, Ans NPOM3BOACTBA OAHOIO
M3 AaBHO M3BECTHbIX M CaMblX PACMPOCTPAHEHHbIX KMCIOMO-
NIOYHbIX MPOAYKTOB — Kedupa — MCNOAb3YT KOMMIEKCHYIO
3aKBacCKy, COCTOSLWY M3 pas3Hoo6pa3HbiX (COCTaB Heoau-
HaKOB B pa3HblX permoHax) BUAOB MOMIOYHOKUCAbIX U YKCYC-
HbIX KUCNOTOOOPAa3YOLWNX GaKTEPUA U OPOMIKEBLIX rPUOOB
[15, 16]. B uncne 6GaKtepuih, Kak npaBwuno, Lactobacillus
kefiranofaciens v Lactobacillus kefiri, obnagatowme CBOK-
CTBaMu NPOBGMOTUKOB, HO He ABASAOLLMECS TaKOBbIMU B CTPO-
roM MOHWMaHWUKW 3TOro TepmuHa [17, 18]. 3TM MUKpoopra-
HU3Mbl YCTONYMBLI K KUCIOW CPefe M KEeNYHbIM CONSM, OHM
CMoco6GHbI NMPOAYLIMPOBATb OPraHWYeCcKUe KUCNOTbl U ecTe-
CTBEHHble aHTMbGaKTepua/bHble CyOCTaHUMWM — OGaKTepuo-
umHbl [17, 19]. KedupHble MUKPOOPraHM3Mbl COCOBCTBYIOT
MeTaboNnM3My /IaKTO3bl (BaXHO AN MaLUMEeHTOB C Hapylle-
HUAMK ee ycBoeHus) [20], a TaKKe NpeBpalLeHMIO TOKO3bI
B MOJIOYHYIO KMCAOTY [21]. Bce MMKpoopraHuambl, BXoasiue
B COCTaB KehUpPHOW 3aKBaCKM, ABAAIOTCA CUMOUOHTAMU —
NPOAYKTbl MeTaboin3ma 6aKTepm MCNONb3YIOTCA FPUOKaMMK,
M 3Ta accoumalma MMKPOOPraHM3MOB YCTOMYMBA K AENCTBUIO
APYrMx MUKPOOOB 1 aHTMBaKTepHuanbHbIX NpenapaTtos [22].

MuKpobronornyeckme mccneaoBaHus NocnegHux aecs-
TUNETUM NO3BOMMAW OMNKUCaTb MOJSIHbIM CNEKTP OGaKTepui
M rpuboB B cocTaBe Kedwupa. M3 uMx yucna MUKpPoOBMO-
Te 3[0pOBOro 4esnoBeKa CBOWCTBEHHbI nakTobauuinbl
L. acidophilus n L. plantarum, a Takxe rpubbl — pasHo-
BMAHOCTM CaxapoOMWLET — MPOAYLEHTbl GaKTepPUOLMAHbLIX
BellecTB [23, 24]. CBoMCTBa MMUKPOOPraHM3MOB, CofeprKa-
Wuxes B Kedupe, y4uTbiBalOTCH MPU €ro MCnosib30BaHUK
B AveToTepannu WMHPEKUMOHHbIX 3aboneBaHun [25, 26].
B oTeyecTtBeHHOW neanatpuyeckon npaktuke B 30-50-e rT.

NPOLIOro BeKa (40 co3AaHus afanTMPOBaHHbIX MOSIOYHbIX
CMeCeW) NpU UCKYCCTBEHHOM M CMELIaHHOM BCKapMJ/iMBaHUK
[eTe NepBOro roja XM3HW LWMPOKO NPUMEHSANN pa3BeaeHUs
Kebupa U LeNbHbIN Kedunp, M3roToBASEMbIE HA MOJSIOYHbIX
KyxHsax. lMo3gHee 3aBogamu AETCKOro NUTaHWSA Oblal Hayat
BbINYCK AETCKOro Kedupa — 0O6bIYHOMO M ob6OorauleHHOro
6udngobaktepusamm (6nokedup) [27]. Ewe nosxke 6binun pas-
paboTaHbl aganTMpoBaHHbIE KMCIOMOIOYHbIE CMECH (CTapTo-
Bble W nocneaylolne), KoTopble No CoAEePKaHUI0 OCHOBHbIX
HYTPUEHTOB 6blIM NPUBAUKEHDBI K COCTaBY FPYAHOIO MOJIOKA.
Ha aTom ocHOBaHMK 6bI10 pa3peLleHo UX NpUMeHeHKe y mna-
[IEHLIEB C NePBbIX AHEN KM3HW. [Tpn NPON3BOACTBE 3TUX CMe-
Cceln UCMnonb30Banv 3aKkBallMBaHWE MPOAYKTa MONOYHOKMC-
NbIMU 6aKTEPUAMM (B TOM YUCAe aumMaodUnbHbIMK), a TaKKe
BBOJM/IM B MX COCTaB LUTaMMbl MHAUIEHHbBIX MUKPOOPraHm3-
MOB [27]. B TO e BpeMs 6blnn M3y4eHbl CBOMCTBa Heagar-
TMPOBaHHbIX KMCOMOJIOYHbIX MPOAYKTOB, pa3pelleHHbIX 4ns
NPUMEHEHUS B NMUTaHWW MAALeHLEB, AOCTUILMX 8-Mecay-
Horo Bo3pacTta [13]. bbiin nccnegoBaHbl NPoLLECCHl TMAPO-
nu3a (bepmMeHTaumMmn) MOJIOYHbLIX OENKOB, OcylecTBase-
Mble B XO4€ MPUrOTOBNEHUS KUCNOMOMOYHbIX MPOAYKTOB.
YcTaHoBNEHO BbICBOGOXAEHWE B X04e rMApoan3a 6uosno-
TMYECKM aKTUBHbIX MENTULOB, B HaCTHOCTU KAa30MOPPUHOB,
M3 MOMOYHOro KaseuHa [28]. U3yyeHne B-kaszomopduHa
B 3KCNEPUMEHTE U B KIMHUKE MOKa3ano Halu4yue y Hero
OMUOUAHbBIX CBONCTB, BarKHbIX 4151 KOHTPOAS 6011, 3MOLMO-
Ha/lbHOrO noBeAeHus, perynaumn QyHKUUMA 3HAOKPUHHOM
n cepaeyHo-cocyancTon cuctem [28—-30]. BeposaTHo, Haps-
[y C KULLIEYHON MUKPOBMOTON GOPMUPOBAHME OCU «KULLEY-
HWK — TO/I0OBHOM MO3M» OCYLWECTBASETCH M C MOMOLLbIO
BbIWEOMWCAHHbIX PEryasTopHbIX MNEenTMAOB, Y4acCTBYHOLLMX
B HEMpoHanbHOM perynsuuu LesTeNbHOCTU XKeNyao4Ho-
KuweyHoro Tpakta [31, 32]. OgHoM M3 pa3HOBWOHOCTEW
KMCNOMOJIOYHbIX MPOAYKTOB, COAeprKalux KasomMopodu-
Hbl, SIBASIIOTCA AETCKME MOrypTbl, MPU 3aKBacKe KOTOPbIX
MCMNONb3YITCS NaKTobaKTepuu ¢ onpeaeneHHbIMWU CBOK-
CTBaMM (Hannyne y MMKpPo60B MUHUMaNbHOro KoanMyecTBa
depmeHTa X-nmponunguanunonentnamnnentuaasbl, paspy-
Wwatowero KasomopduHeol) [33, 34].

MAOryPTbl ANA AETENA NEPBOIO rof1A XXU3HHU

O6Lan xapaKTepUCTUKa COBPEMEHHbIX HOTYPTOB

MorypTbl B MMTaHWK B3POC/bIX U AETEl CTapliMX BO3-
pacToB B Hallew CTpaHe Havyanu LWMPOKO UCMONb30BaThCA
HauynHasa ¢ 80-x rr. XX B. Bmecte ¢ Tem nepBble NpoayK-
Tbl OTEYECTBEHHOr0 MPOM3BOACTBA He NpefHa3Hayanucb
ONs BCKapMAMBaHus MnageHueB. HauumHaa ¢ 1990-x rr.,
OTEeYeCTBEHHble MNPOM3BOAWUTENN BbIMYCKalOT [AEeTCKue
norypTtel 6e3 ¢pyKkToBbIX A06aBOK M C gobaBKamu. 31O
HeafanTUpPOBaHHblE KUCAOMOJIOYHbIE MPOAYKThI, npea-
Ha3Ha4yeHHble AN UCMOSb30BaHUSA B MUTaHWUM 340POBbIX
neten ¢ 8-Mecs4yHoro Bospacta Npu OTCYTCTBUM MPOTUBO-
noKasaHwWi, B TOM 4YWChe OTArOLWEHHOro anjieproaHaMHe-
3a [35]. MorypTbl, NpeaHa3HayYeHHble ANS UCMONb30BaHMA
B MNUTaHWMKW pOeTen Ao 3-neTHero BoO3pacTa, OTaMyaloTcs
Nno CBOEMY COCTaBY OT LUMPOKO MPeACTaBfE€HHbIX B TOPro-
BOW CETU MOryptoB Ana obuiero ctona. CornacHo peuenTty-
pe npousBoacTBa [36], nocrnegHne MMEKT MOBbIWEHHOE
(MO CpaBHEHUIO C APYTMMWU KMCIOMOJIOYHBIMK NMPOAYKTaMK)
COAEeprKaHMe CyXmxX BELLECTB, M3roTaBNMBAIOTCS U3 LiebHO-
ro MOJIOKa NyTeM 3aKBallMBaHUS LWTaMMaMW GOrapcKowm
nanoykun (L. bulgaricus) n TepMOdUIBHOIO CTPENTOKOKKA
(Streptococcus thermophilus). B roToBoM MNpOAYKTE 3TH
MBblE MUKPOOPraHuW3mbl COAEpKaTCA B KOAMYECTBE He
meree 107 KOE/mn. [onycKalotcsi 3Ha4uTesbHble Koneba-
HUS CoAEep)KaHMa B MOrypTax OCHOBHbIX HYTPUEHTOB: XKupa
B cpegHeM 1,5-3,2%, 6enka — 4,1-5,0%, yrneBogos —
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3,5-5,9%. MorypTbl OT pasHbix Npou3BoauTenei coaep-
aT A06aBKM B BMAE CyxOro MOJIOKA, Pas3fiMyHbIX BUTaMU-
HOB M MWKPO3NEMEHTOB, a TaKkXe GpPyKTOBble Mope (COKK).
MorypThl Ans O6LEro CToNa XapaKTepu3yloTcs XOPOLWMMK
OpPraHoNenTUYECKUMM KadecTBamn — MPUATHBIM BKYCOM,
HEXHOM KOHCUCTEHLMEN, roMOreHHocTbto. CopeprkaHue
¥Upa B Moryprax, paspelleHHbIX Ans MnageHLueB ¢ 8-Mecsy-
HOro Bo3pacTa, 06bl4HO cocTaBnseTr 2,7-3,1%, 6enka —
3,4%; yrnesogoB — 4,9% [36]. BmecTe ¢ TeM B KayecTse
3aKBalMBaWMX MUKPOOPraHn3MoB Npu MNPOM3BOACTBE
OETCKMUX MOrypToB, TaK € KaK WM B ciy4yae MOryptoB Ang
obuero cTona, ucnonb3ytoT L. bulgaricus n S. thermophilus.

MorypTbl 1 CTaHOB/IEHNE KULLEYHOIH MUKPOGHOTBI

MWKpoOopraHn3mbl, KOTOPbIE MCMONb3YIOTCA MPU NPOU3-
BOACTBE (CKBalLMBaHWW) MOTypTOB, HaApsay C TEMU MUKPO-
6aMu, KoTopble 406aBNAOTCA B MOrypThl B KayecTBe nNpobuo-
TMYECKMX LITaMMOB, OKa3bIBalOT CyLLECTBEHHOE BAUSAHME Ha
dopmMMpoBaHNE MUKpOMEn3axa YenoBeKa, Nony4valollero
3TOT NPOAYKT [37, 38]. Ans naeHTMPrKaunn MMKPoO6OB, BHe-
CEHHbIX C PEPMEHTUPOBAHHBIM NPOAYKTOM, B NOCAEAHUE rofbl
NPUMEHSIOTCH MOJIEKYNSPHO-reHeTndeckne metoabl [39, 40].
YCTaHOBNEHO, YTO MHOMME U3 3TUX MUKPOOPraHU3MOB BbIXKK-
BaloT MpW Mnaccaxe 4Yepes3 Kenygo4HO-KULWEYHbIA TPaKT.
Tak, wtammbl L. bulgaricus n S. thermophilus, BBefeHHble
B COCTaB CBEXero morypta uin ¢epMeHTUpoBaHHOIO 3TUMK
MWKPOBGaMKU MOSIOKa, OB6HapPYXMBan B KMILEYHOM COAEPHKMU-
MOM — B OT/IMYME OT APYrMX MOIOYHOKMKCbIX 6akTepun [38].
Mpn aTomM B 6OSblUEN CTEMEHU NPU Macca)Ke coxpaHsaeTcs
Kynetypa L. bulgaricus, B MeHbluen — S. thermophilus [41].
MeTareHoMHOE CEKBEHWPOBAHME KUILEYHOM MWMKPOOBMOTHI
B3pOC/bIX NALMEHTOB C CUHAPOMOM pPa3fpaXKeHHOM KULLIKM,
B MWUTaHWWM KOTOPbIX MCMONb30Banu GepMEHTUPOBAHHbIN
MOJIOYHbIM MPOAYKT, COAeprKaliMi, NMOMUMO 3aKBACOYHbIX
KynbTyp, eule wu Bifidobacterium animalis (B cpaBHeHUM
C nauueHTamu, nofyyYyaBWUMKU auuaodUbHbIA MOJSIOYHbIN
NPOAYKT), BbIABWMIO 6naronpusTHOEe M3MEHEHME cocTaBa
MUKPOBUOTbI — YBENNYEHNE LONU UHAUTEHHbIX MUKpOOpra-
HM3MOB, NPOAYLIMPYOLWMX BYTUPAT, U CHUKEHUE JONU YCNOB-
HblX NAaTOGMOHTOB Hapsady CO CTUXaHWMEM CMMMITOMOB CUHA-
poMa pasapaxeHHOM KULWKK [42].

B cBeTte KoHuenuuu «nepsblx 1000 gHen» HEManoBaXKHbIM
NPeaCTaBASETC CHUKEHWE PUCKA PaA3BUTUA MATONOMMYECKMX
npoLEeccoB Yy AeTen, onocpefoBaHHOE BKIIOYEHWEM KWCO-
MOJOYHbIX MPOAYKTOB (B TOM 4Mcne norypTta) B AUeETy bepe-
MEHHbIX XEHLMH U KOpMSALWKMX MaTepen. B npocneKtmBHoM
KOrOPTHOM MCCNeaoBaHUM 6blN0 YCTAHOBMIEHO, YTO MOTPEO-
fleHMe norypta B MO3AaHWE CPOKM GepeMeHHocTM (> 3 pas
B Hegento, > 50 r/cyT) 66110 CBS3aHO C NMOYTU BABOE 6onee
HW3KUM PUCKOM Pa3BUTUS 3K3EMbI Y MAafEHLEB B BO3pacTe
3—-6 mMec B CpaBHEHUK € rpynnon geTen, maTepu KOTOpbIX He
ynotpe6bnsanu norypt [43]. bonee Toro, y MnageHuUeB, matepu
KOTOPbIX YynoTpe6asann Morypt, 6bll oTMeYeH 6onee HU3KWUM
PUCK peLmanBa 9K3eMbl B TeYEHME NEPBbIX 6 MeC Xn3Hu [43].
B peTpocneKkTMBHOM HabnwgaTebHOM UCCNeaoBaHUKU n3y4a-
nacb CBS3b AMETbl 6EPEMEHHbBIX U KOPMSILLMX KEHLUMH C TeYe-
HWEeM Yy MNajeHLEB aniepruyeckoro NPOKTOKONUTA, Bbl3BaH-
HOro 6e5KamMmn KopoBbero Mosioka. MHoroaKTopHbI aHanusa
NUTaHUS mMaTeper Nokasas, YTo C COKpalleHMeM nepuoga
OOCTUXKEHUS NMULWEBON TONEPAHTHOCTU Y BONbHbIX AEeTEN CBS-
3aHbl Takne QaKTopbl, Kak ynoTpebreHne matepbio HorypTa,
cblpa 1 0IMBKOBOroO Macna [44].

MorypTbl u pucK HdEKL M

MHOYKUMA CMMOMOHTHOM MWKPOOMOTbI pebeHKa SaBNs-
eTcs HeobXOAMMbIM YCNOBMEM MNPODUIAKTUKU MHOEKUM-
OHHbIX 3abofieBaHUN — MpPEXKAe BCEro KULIEYHbIX MHPEK-

LMWA. YCTaHOBMIEHO, HaANpMmep, YTO KulevyHas MUKpobUuoTa,
B KOTOPOW [OOMMUHMPYIOT 6udunaobaktepum, cnocobeTByeT
CHWXXEHUIO BbIPaXXEHHOCTU BOCMNaNWUTENbHBIX WU3MEHEHUM
B KMULIEYHOM anutenuu [45]. Mo gaHHbIM MHOIOLEHTPOBOrO
KOroOpTHOro mccnegoBaHus, BroYaswero 6onee 100 Tbic.
nauneHToB, YacToTa racTpoaHTepuUTa (KaK npaBuio, BUPYC-
HOW 3TMONOTMKU) Yy MNafdeHLUeB, ynoTpebnaBlUMX HOrypT
= 7 n 3-6 pa3s B Hefento, 6bi1a HUXKE B CPaBHEHWK C TEMMU,
KTO nony4an 3ToT NPOAYKT < 1 pa3a B Heaento (CKOPPEKTU-
poBaHHOe oTHoweHue waHcoB 0,78 [95% aoBepuTENbHbIN
nHTepsan 0,70-0,86] npotuB 0,82 [0,76-0,89] cooTBeT-
CTBEHHO) [46]. B paHAOMM3MPOBAHHOM KOHTPOMPYEMOM
uccneaoBaHMM OTMeYeHa MeHbluas ANUTENbHOCTb 601Ee3HM
U NONOXMTENbHASA AMHAMWKa Beca Npu BKIOYEHUMU MorypTa
B PALMOH NUTaHWUA LeTen, rocnuTannM3MpoBaHHbIX MO MOBO-
oy anapeun [47]. CBa3b noTpebsieHnsa norypta € 4actoTom
MHEKLMOHHON Anapen y MnageHues B Bo3pacte oT 4 o
24 mec 6blla U3y4eHa B cucTeMaTtMyeckom o63ope [12]. U3
BKJIIOYEHHbIX B 0630p 10 nccneaoBaHWi WeCTb Obl10 NOCBS-
WEHO MHDEKLUMOHHBbIM AMapesm, U3 HUX NATb OTKPbITbIX PaH-
LOMU3MPOBAHHbIX KIMHUYECKUX UCCNEA0BaHMI 1 OAHO paH-
[OMU3NPOBaHHOE MNnaLebo-KOHTPONNPYEMOE KIMHUYECKOE
nccnenoBaHue, B KOTopble OblM BKIOYEHbI 572 pebeHKa.
B natn nccnepoBaHuax Oblnl YCTAHOBMIEH MONOXKUTESNbHbIN
addeKT norypta B avetorepanim UHOEKLMOHHbIX AMapen:
nauveHTam Tpe6oBanoChb MeHbLUIE XUAKOCTU ANs nepopanb-
HOW pernapartauuu, OTMEYEHO CHUXKEHWEe [JUTENbHOCTH
rocnutanndauunun. MNMpn aTom adPEeKT UCNoNb30BaHUSA KOryp-
Ta 6bl1 conoctaBuM ¢ 3addeKTUBHOCTbIO Saccharomyces
boulardii [12]. ABTopbl 0630pa CBA3bIBAOT TepaneBTUye-
CKM 3ddEKT norypta ¢ HopManuM3alunen cocTaBa KMLLEY-
HOM MWKPOOMOTBLI, @ TaKXKe CO CHUXKEHUEM CoaepKaHus
NTaKTO3bl B KMC/IOMOMIOYHOM npoayKTe [12]. BmecTe ¢ Tem
NPOTUBOMHMEKLMNOHHBIN 3PDEKT NOrypTOB MOXKET OblTb 00Y-
CNOBNEH AEWNCTBMEM COAEPMKALLMXCA B HUX OUMOAKTMBHbBIX
nenTMaoB M NPo6UOTUKOB [48]. 3T BUONOTMYECKM aKTUBHbIE
cy6cTpaThl MOryT OKa3sblBaTb MpPsiMOe MPOTUBOBMPYCHOE,
nNpoOTMBOBOCMANUTENIbHOE, aHTUTPOMOBOTMYECKOE, aHTUOK-
CWAaHTHOe JeicTBue, MHIMGMpPoBaTb aHMMOTEH3UHMNPEBpPA-
Wwawnn depmMeHT M NposiBASTb MMMYHOCTUMYUPYIOLLYIO
aKTMBHOCTb [48]. BaXHO OTMETUTb, YTO WMHIMOMPOBaHME
aKTMBHOCTM aHrMOTEH3MHNpeBpallatowero depmeHta npo-
UCXOAUT B pel3ynbTaTe ero CBA3blBaHWA ¢ GMOAKTUBHbLIMU
nentngamu, o6pasylowmnmMmmncs npu GepmMeHTMpoBaH1K Kase-
MHa, 4TO accouuMpoBaHO C 6051ee HW3KOMW CMEPTHOCTbIO
He TO/IbKO MPU KOPOHaBUPYCHON MHOEKLMKU [49], HO U npwn
TAXeNbIX 6akTepuanbHbix MHPeKumsx [50]. MepeyncneHHble
Bbllle 3QdeKTbl BMOAKTUBHbLIX MENTUAOB M MPOBUOTUKOB,
BO3MOXHO, nNpegonpeaennnm (Mo KpanHen mepe, 4acTU4YHO)
6onee HU3KWe NoKasaTte/n 3aboeBaeMoCTh U CMEPTHOCTU
B nepuoa naHgemumn COVID-19 B HEKOTOPbLIX CTpaHax, rae
B paLMOHe NMWUTaHWS HaceneHUs BbICOKa [0S KUCIOMOSIOY-
HbIX MPOAYKTOB (NpeXKae BCEro MOryptoB), a TaKXKe APYrux
depMeHTUPOBaHHbIX NpoaykTos [51-53]. MorypTsl ycnewu-
HO MCNONb3YITCA B AMETOTEpPanUM MOXWAbIX MNaLMEHTOB
C pecnupaTopHbiMK MHOEKLUAMHK [54].

WorypTbl 1 annepruyeckue 3a6oneBaHus

MeXxaHU3Mbl CHUXXEHWS PUCKOB peanu3aunn annep-
rTMYECKON MpPeapacnonoXeHHOCTU M PasBUTUA aniepru-
YyeCKUx 3aboneBaHuMi B pesynbraTe NUTaHUS C BKIOYe-
HMEM WOrypTOB OCTalOTCA MNpeamMeToM MUcCneaoBaHWUn.
OnpegeneHa, B HaCTHOCTH, PO/b NENTUAOB, 06pa3yoLLMXCS
nocne nepeBapuBaHUa MOrypTa, Kak BO3MOMKHbIX aHTU-
reHoB, HEO6X0ANMbIX AN GOPMUMPOBAHUS MULLEBON Tose-
paHTHOCTK [55]. NoKasaHo, 4TO 3TU NenTuabl OTHOCUTENIbHO
NMOSIHO YCBauBalOTCs, HO He MOJIHOCTbIo CBA3biBalOT IgE;



11 nenTUAOB coAepxKaT TONbKO T-KneToyHble, HO He IgE-
3NUTOMNbI, MO3TOMY MOFYT CYUTATLCA MHAYKTOPaMW UMMYH-
HOWM TONEPaHTHOCTU MpPU PUCKE Pa3BUTUS aneprum K 6enxkam
KOpOBbEro MosioKa [55].

BBeneHue norypta B paLMoH AeTeEN NepBOro roja xus-
HM acCoLMUPOBAHO U Cc 6onee HU3KUM PUCKOM MaHudecTa-
U1K atonn4yeckoro aepmatuta [56]. bonee Toro, nokasaHo,
4YTO BKJIIOYEHME MOrypTa B MX PaALMOH CBA3AHO HE TONIbKO
c 60nee HU3KOM BEPOATHOCTbID Pa3BUTUS aTOMMYECKOro
JepmMaTtuTta, HO U C MULLEBOM CEHCUMBUN3aLMen B Bo3pac-
Te 5 net [57]. Mpu 3TOM B OTHOLWIEHUW APYrUX annepruye-
CKUX 3abosieBaHNi (BpoHXxmnanbHasa acTma, annepruiecKkun
PUHUT) TAaKOW CBA3K OTMEYEHO He 6blno. [1ns aeten BToporo
rofa »XM3HW yCTaHOBMEHa CBA3b MexAy ynotpebieHnem
NOorypta M CHWXXEeHWEM pUCKa MaHudbecTauuu MulLeBon
annepruu [58].

CucrtemHble npodunakTuyeckue apPeKTbl HOrypToB

B psige annaeMmnonorn4yeckux uccnegoBaHun uayvanu
npodunaktmyeckme adbdeKTbl GepPMEHTUPOBAHHbLIX MPO-
LAYKTOB, B TOM 4uCne MOrypToB, B OTHOWEHUU Pa3AUYHbIX
coMaTuyecKux 3aboneBaHWn. TaK, OTHOCUTENbHO HU3KWUK
pUCK MeTabonMyecKoro CUHApPOMa (AUCAUNUOEMUS, BbICO-
Koe apTepuanbHoe [aBfieHWe B COYETAHWM C BbICOKOM
KOHLUEHTpaLMen TOLWAKOBOW T[OKO3bl) OTMEYeH Yy nul,
NOXWIOro BO3pacTa, NPUAEPKUBAIOLWMXCA CPean3eMHOo-
MOPCKOW AMETHI, BKOYatolwen noryptol [59]. Kpome Toro,
LOCTaTO4HOE COofepKaHMe KMCNOMOJIOYHbIX MPOAYKTOB,
B TOM 4McCne MOorypToB, B paLMOHE NUTaHUS acCoOLlMMPOBaAHO
C OTHOCUTENbHO HU3KUM PUCKOM Pa3BUTUS OHKONOMMYECKMX
M cepaeyvyHo-cocyaucTbliX 3aboneBaHun [60, 61], a TaKxKe
caxapHoro guabeta, M36bITOYHOIO BECA M TMMEPTOHUYECKON
6o0ne3Hn [62, 63].

O6HapyxeHa CBA3b MeXay NoTpebaeHneM noryprta rogo-
Ba/lbiIMWM MAaAeHLaAMU U XapaKTEPUCTUKAMU MX CHa B BO3-
pacte oT 1 go 3 net [64]. B yacTHOCTU, OTMEYeHa TeHAEHLMS
K YBENNYEHUIO MPOLOSIKMUTENBHOCTU CHa Y TPEXNIETHUX AETEN,
ecnv B rogoBanom Bo3pacTe B MX pauuoHe NpucyTcTBoBas
norypt. CnegyeT TaKKe y4uTbiBaTb BO3MOXHYIO CBSA3b pery-
NISPHOr0 MpuMema MOrypToB € HOpManu3aumen COCTOSHWUM
CHa 1 604pCTBOBaHMKA y AE€TEN B KOHTEKCTE BOCCTAHOBEHUS
CcoCTaBa KMLIEYHON MUKPOOBUOTHLI U, KaK CneacTBue, CTaHOB-
JIEHUS OCU «KULIEYHWUK — rOJIOBHOM MO3» [65].

MorypTbl Kak NPOAYKT NpUKopMa

OTeyecTBEHHblE pEKOMEHaLMKN Mo BBEAEHUIO MPUKOpMa
3[10pPOBbIM [ETSM MEepBOro roAa W3HW Bcerga ykasblBanu
Ha 06f13aTeNnbHOE BK/OYEHWE B pauLMOH MaajeHua TBOPO-
ra Kak UCTOYHMKa 6enka u MuHepanos [35, 66]. pn aTom
6onee paHHWe peKoMeHaaL MK JoNyCKann BBeLeHWe TBopora
¢ 3-3,5 Mec [66]. B HacTosiLee Bpemsl B CBSA3W C pacnpocTpa-
HEHHOCTbIO anneprun K 6enKkam KOpoBbero MOsIoKa BBeAEHNE
TBOpOra peKoOMeHJ0BaHO ¢ 8—9-meca4HOro Bo3pacta (B aTu
€ CPOKM PEKOMEHAOBaAHO BBeAEHME LENbHOro AETCKOro
Kedbupa/6uokedupa) [35]. Kak nsBectHo, TBopor — 3TO
nacTtoobpasHblii KMCIOMOOYHbIM NPOAYKT, NPU NpuUroToBe-
HUW KOTOPOro MCMONb3yeTCs 3aKBacKa M3 MOSIOYHOKMCAbIX
MWKPOOPraHn3mMoB; NPoBbUOTUYECKNE MUKPOOBLI B 3TOM Mpo-
[yKTe coaepxaTtca He Bcerga [36]. CoaeprkaHne BUTaMUHOB
N MUKPO3NEMEHTOB, BK/ItOYas BUTaMUH D, Kanbuui 1 Kanui,
B AETCKOM TBOPOre U AETCKMX NOrypTax CyLLEeCTBEHHO He pas-
nnyaetcs [67]. BmecTe ¢ TeM MOrypT, B OT/IMYKE OT TBOpPOra,
KaK Obl/10 OTMEYEHO Bbllle, MMeeT 60NblINK NpodunaKTuye-
CKMI NOTEHUMan B OTHOWEHUU KULWIEYHbIX MHPeKuun [46].
[leTcKkne norypTbl NocneaHero NoKoneHns oborallatTtesa npe-
1 NPOBMOTMKAMU, B YUCNE TaKMX — NPOAYKT «MorypT nutbe-
Bow» (AO «[MPOIPECC», Poccus).

ONbIT U NEPCNEKTUBbI UCMOJ/Ib30OBAHUSA

AETCKUX MOTYPTOB B POCCUH

[etckuin norypt, npondsoanmbin AO «[MTPOIPECC», naro-
TaB/MBAETCH M3 LiE/IbHOr0 KOPOBLEIO MOJSIOKa MyTeM 3aKBa-
lWMBaHMA 0ObIYHOM 4151 MOrypTOB 3aKBacKow (L. bulgaricus
u S. thermophilus). MorypT OTHOCUTCS K MPOGUOTUHECKUM
NPOAyKTaM, NOCKONIbKY oboralleH npobuoTUYECKON KynbTy-
pon Bifidobacterium lactis BB-12 B co4eTaHuun ¢ npebuoTtu-
KOM WHYNMHOM [13]. YKa3aHHbI NPOOUOTUYECKUIN LUTaMM
O6ndunaobaKkTepun NpensaTcTByeT GaKTepuanbHOW MHBa3UK
NpUY KULWEYHbIX MHOEKLMAX 3a cyeT agre3aun BB-12 K Knweu-
HOMY 3MUTENINI0O U YCUIEHUST TaKMM 06pa3om GapbepHon
dYHKUMKM KuwedHuKa [13]. MmeHHo wTamm BB-12 cnoco-
6€eH NoAaBNATb POCT TaKUX BGaKTepuasnbHbIX NATOreHOB, Kak
6aKTepounabl, Knoctpuaun (B Tom yncne Clostridium difficile),
Lnrennbl U canbMOHEeNNbl, — 3Ta CNOCOBHOCTb 06yCnoBMeHa
NpPoAyKLUMEN NaKTaTa M aueTaTa, a TaKKe CBOWCTBOM Mpo-
OVMOTUKa [AEKOHBIOrMPOBaATb XeN4Hble KMCcnoThl [68]. Takke
YCT@HOBNEHO, 4YTO POTaBMPYyCHas WHOEKLMUA HE CHUKaeT
cnoco6HocTb wWrtamma BB-12 K aagre3vu, 4em 060CHOBaHbI
NoKa3aHusa K NPUMEHEHMUIO JaHHOro NPO6MOTMKa B Tepanuu
3TOM KULWEYHOM UHbeKLnn [68].

BarkHoOM npeacTaBnseTcs crnocob6HOCTb MPOOUOTUHECKOrO
wramMmma BB-12 MMHMMKM3NPOBATb HEFATUBHOE BO3AENCTBUE
aHTMbGaKTepranbHOM Tepanuu u/munm aHTMGUMOTUKOB, 3arpas-
HAOWMUX MPOAYKTbl MUTaHWUS, Ha HOPMaibHYID MUKPOOBUOTY
KUWEYHUKA, a TaKXe MNOoBbIWaTb aKTUBHOCTb MMMYHOKOM-
NETEHTHbIX KNETOK, YTO OCOGEHHO BaXHO MpW aHTUOWOTMK-
accoLMUpoBaHHbIX anapesx [69]. BnusHue npobuoTUYECKMX
LWTaMMOB, B TOM yucne BB-12, Ha UMMyHHYylO cucTemy 06y-
CNOBNEHO MHAYKLMEN CO3pEBaHMA AEHAPUTHBIX KNETOK, a TaK-
e NPoAyKUMK UHTepnenKknHa 12, pakTopa HEeKpo3a Onyxonu
anboda, MHTepdepoHa ramma [69]. C aTM CBA3bIBAIOT YMEHb-
LEeHWe NOoYTU Ha TPETb YacTOTbl pPecrnmMpaToOpHbIX UHDEKLUI
y MAageHueB, Noflyd4aBLUMX aanTMpoBaHHyo cMech ¢ BB-12,
No CPaBHEHWIO C AETbMW, KOPMJIEHWE KOTOPbIX MPOBOAMIM
6e3 1Ucnonb3oBaHus aTon fJobaskK [69, 70].

BaxHO OTMETWUTb, Y4TO MMUKPOOLI, NMpUMEHsemMble AS
3aKBalunBaHua norypta (L. bulgaricus v S. thermophilus),
a TaKKe npoburoTnK BB-12 BbiaensatoT 6UONOrMYECKN aKTUB-
Hble BellecTBa, OTHOCUMbIE B MOCMEAHME oAbl K «MCUXO-
6MoTMKaM» (raMma-aMMHOMacnsiHas KWcnoTa, CEPOTOHMH
W Apyrue HempoTpaHCMUTTEPDI), onpeaensiowmm GyHKLMO-
HMPOBAHME OCH «KULWEYHUK — FONOBHOM MO3M» [65, 71, 72].

NMomumo npobuotvka BB-12, WorypT coaepxuTt npe-
OWOTUK WHYJIMH, YTO YCWIMBAET CaHOreHETUYECKMN adPeKT
npo6uoTHKa, NO3TOMYy AaHHas KoMOWHauua o603Ha4vaeTcs
KaK «CMHOMOTUK» [68]. Buduraobaktepun Hapagy ¢ nakroba-
umMnnamm yTUan3upyroT UHYIMH ¢ 06pa3oBaHMeM MOJIOHHOM
KUCNOTbl M KOPOTKOLLEMOYEYHbIX YMPHbIX KMCAOT — MeTa-
60n1TOB, NOAAEPMKMBAOWMX afeKBaTHbIM COCTaB KMLleY-
HOM MUKPOOGUOTLI [73]. TTOMMMO 3TOro, CMHOGUOTUYECKUM
KOMMeKc obecnevyvMBaeT noaaepxaHue romeocrasa Ciu-
3UCTOM 060NOYKM KULLEYHMKA M pereHepaLmm 3HTEpPOLUTOB,
Cnoco6CTBYET cOanaHCMPOBaAHHOM MPOAYKLMW LUTOKUHOB,
YMEHbLUIAET NENKOLMTAPHYIO MHPUAbTPALMIO CIM3UCTON 060-
JIOYKM KULLEYHUKa [74].

Bce BhlllenepeymcneHHble CBOMCTBaA MOrypTa, coaepa-
ero npe- u NpobUoTUK (CUHOUOTKK), MOCYXKMUAN OCHOBA-
HMEeM ans anpobaunn ero B KayecTBe N1e4ebHOro nutaHus
y AeTen ¢ pasnuyHow natonornen. Tak, B OT€YECTBEHHOM
nccnenoBaHumM aetam B Bo3pacTte oT 8 Ao 18 Mec, BbinucaH-
HbIM M3 CTalMOHapa Nocne OCMIOKHEHHOIro TEYEHUS OCTPOM
pecnMpaTtopHon MHOEKUMM W MOoNy4aBWKUM aHTUOUOTUKM,
OblfI0 peKomMeHAoBaHO ynoTpebneHne norypta [75]. Yepes
3 Mec TakoW auvetoTepanuu y mnafeHueB 3aduKcMpoBa-
HO yBENMYEeHWe KOHLEHTpauun sIgA B ciloHe M nu3oumma
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0630p NuTepaTypsbl

B Kasjie, 4TO COMPOBOX/Ja/ioCb HOpPManM3aLMen KULIEeYHOM
MUKPOOGMOTbI (POCT MHAMIEHHbIX MWKPOOPraHW3MOB, CHU-
KEHWEe KOMMYecTBa YCNOBHO-NATOMEHHbIX MUKPOGOB, B TOM
yucne Knebeuenn n reMosiM3upytoLLen KULWEYHOM NanoyKku),
B OT/IMYME OT AE€TEN, HE NOoSy4aBLUMX NOTYpT.

3AK/TIOYEHUE

MorypTbl, o6oralleHHble NpPo6MOTUKAaMM M npefHa-
3Ha4YeHHblEe 415 UCNOb30BaHWA B MUTAHUKW LeTen nepBo-
ro rofja »W3HW, MOryT OblTb pacLEeHeHbl KaK MNofie3Hble
6ntoga npukopma. MorypTbl CnocO6CTBYIOT CTaHOBAEHMIO
KULLIEYHOM MMKPOBMOTbI MNadeHLUa — KakK 3[40poBOro, Tak
M C HapyweHUsMKU MULLEBapeHUs, B NEPBYIO o4vepeab npwu
MHPEKLMOHHbBIX 3a60/1E€BAHUAX U BbICOKOM PUCKE Pa3BUTHSA
annepruyeckux 6onesHen. NMpodunaktmyeckme n nevyebHole
CBOMCTBa MOrypToB B HacTosillee BpemMs LMPOKO WMCMONb-
3yl0TC B AMETONOMMM [AETCKOro Bo3pacTa. Bmecte ¢ T1em
OCTaeTcs aKTyanbHbIM M3ydeHne IPOEKTUBHOCTU [LETCKMUX
MOrypToB Npu GYHKUMOHANbHbIX HaPYLWEHUSAX NULLEeBapeHUs
y OeTer MIafeHYecKoro Bo3pacTa, a TaKkKe Mpu BedeHuu
nawuMeHTOB 3TOM BO3pPaCTHOM rpynnbl ¢ pa3HOO6pPa3HOM XPo-
HWYECKOM NaToNornen, CBA3aHHON C HapyLIEHUAMHK coCTaBa
KULLIEYHON MUKPOOUOTDI.

UCTOYHUK ®PUHAHCUPOBAHUA
OTcyTcTBYET.
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BpoxaeHHas aHupuans nposiBASETCS MOAHbIM MM YaCTMYHbIM OTCYTCTBMEM PaAYyXHOM 060104KHU mMa3a. [JokasaHa CBsA3b
3abo/s1eBaHUsl ¢ reHom PAX6, M3MEHEHUS CTPYKTYPbl KOTOPOro rpuBOASAT K BHYTPUYTPOOHON NaTtoioruu opmMmnpoBaHus
opraHa 3peHusi U HapylueHUo QYHKLUMM GEeIKOB MacTep-peryasiTopoB OpraHoreHesa, BAMSIOWMX Ha ApdepeHUNPoBKY
K/IETOK pa3HOoro rMpOMUCXOXKAEHMUS, B TOM YACSIE M KAETOK LIEHTPasIbHOM HEPBHOM CUCTEMbI. YKa3aHHble HapyLleHns crnocob-
CTBYIOT pa3BuTnio PAX6-accoLmmpoBaHHbIX CUHAPOMOB C Pas/inyHbIMU MOPOKaMM Pa3BUTUSI FOJI0BHOro Mo3ra, HEBPOJIOMM-
YeCKUMM HapyLUEHNSMU U APYrOki CUCTEMHOM NaTonormen (natoaorus WHTOBUAHOMN XKenesbl, 0nyxo/ib Buibmca, HapylueHus
TONIEPAHTHOCTH K [II0KO3€e). M30/1MpoBaHHas BPOXKAEHHAash aHUPUAMS TaKKe COMpPOBOXKAAETCS MCUXOHEBPOIOrMYECKUMH
HapyLIeHUsIMK, YTO CBSI3AHO C HapyLUEHMSMU B CTPYKTYpe roJloBHOro Mo3ra B ripouecce aMbpuoreHesa M Bo34eMCTBMEM Ha
pebeHKa BHELLHMX CTPeCCOBbIX paKTOPOB (YacTble AucrnaHCcepHble HabaAeHHs, onepaTMBHbIe BMeLlaTenbCcTBa). [laToreHes
MCUXOHEBPOIOMMYECKUX HapPYLLUEHUI N TEHETUYECKUX MEXaHM3MOB Pa3BUTUS BPOXKAEHHON aHUMPUAMM OCTaeTCsl HEA4OCTaTou-
HO U3y4eHHbIM. B 3TOV CBA3M aKTyaslbHbIM SIB/ISIETCS 0630p HOBOM MHOOPMaLIMM B KOHTEKCTE paHee Moy4YeHHbIX CBEAEHUI
C Lesblo nosy4eHmnss 6os1ee MoJsiHbIX NPEACTaBACHUA O KITMHUYECKON KapTUHe 3ab60/1eBaHUsl M COBEPLUEHCTBOBaHMS TaKTUKN
BefleHUSs1 ETEN C BPOXKAEHHOU aHUpUANEN.

Knio4yeBbie cnoBa: BpoXKAeHHass aHUpWAns, [CUXOHEBPOJIOMMYECKUE HapyLIEHUS, aHUPUAWAHbIA cuHAPOM, reH PAXG6,
WAGR-cuHapoMm, padyxHasi 060/104Ka

Ana ymtnpoBanuns: KynpusHosa O.C., Kapkawaase A., XypkoBa H.B., Hama3soa-bapaHoBa J1.C., MameabsipoB A.M.

lcMXoHEeBPONOrMYeCKMe HapyLeHWs y AeTen C BPOXAEHHOW aHupuamen n PAX6-accounmpoBaHHbIMU CUHAPOMaMU. Borpochl
coBpeMeHHo negnatpun. 2023;22(4):305-310. doi: https://doi.org/10.15690/vsp.v22i4.2611

BBEJEHME KnuHuyeckas KapTMHa BPOXAEHHOW aHUpUAUK MaHUbeCTH-
BpoxkaeHHaa aHnpunauns (rped. an — 6e3, iridia — paayx- PYET C POXKAEHUS NN B NEPBYIO AeKaly WU3HU pebeHKa [1].
Ka) — pedKoe HacnefcTBeHHoe 3abofieBaHWe C YacTuu- MposiBNAeTcs BblpaXEHHbIM CHUXEHWEM OCTPOTbl 3PEHMS,
HbIM WKW MOSHBIM OTCYTCTBMEM pPaAyXHOM 060JI04KKU, YTO nJoXo noafatrolmmes Koppekuuu [1], cBeTob0os3Hbto [2, 3],
B GOJIbLIMHCTBE CNy4aeB COYETaeTCs C pasiMyHbIMU Hapy- rOPU30HTaIbHbIM HUCTAarMoOM U Kocornasvem [2, 3]. BbiCoK
LEHUAMMU CTPOEHUS NepesHEero U 3agHero oTPe3KoB rasa. PUCK PasBUTUS KaTapaKTbl, MlayKoMbl, aHUPUOMNHON Kepa-
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Congenital aniridia manifests with total or partial absence of the iris. The association of the disease with the PAX6 gene has been
proven. Changes in the PAX6 structure lead to intrauterine pathology, visual organ malformation, malformation of master regulator
proteins of organogenesis affecting various cells’ differentiation (central nervous system cells included). Such disorders result into the
development of PAX6-associated syndromes with various brain malformations, neurological disorders, and systemic pathology (thyroid
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Keywords: congenital aniridia, psychoneurological disorders, aniridia syndrome, PAX6 gene, WAGR syndrome, iris

For citation: Kupriyanova Olga S., Karkashadze George A., Zhurkova Natalia V., Namova-Baranova Leila S., Mamedyarov Ayaz M.
Psychoneurological Disorders in Children with Congenital Aniridia and PAX6-Associated Syndromes. Voprosy sovremennoi pediatrii —
Current Pediatrics. 2023;22(4):305-310. (In Russ). doi: https://doi.org/10.15690/vsp.v22i4.2611




Review

0630p NuTepaTypsbl

Tonatuu [3]. HebosnbluMe NOMYTHEHUS XpyCTannKa, NpMBOas-
LME K CHUXKEHMIO OCTPOTbI 3PEHMS U PA3BUTUIO CBETOOOA3HMU,
MOrFyYT ObITb 06HaPYXKEHbI YXKe B MnageH4eckoM Bo3pacTte [2].
MoBbIWeEHWE BHYTPUINA3HOro AaBlEHUS MPKU rNayKome npw-
BOAMT K PacTAKEHMIO rMa3Horo si6/10Ka, ONTUYECKON HENpO-
naTuu, oTEKY porosuLbl U muonuu [3]. OgHaKo B HacToALWMM
MOMEHT MMEIOTCA pasfnuyHble HabnloLeHUs O CUCTEMHOM
xapaKTepe 3a60oneBaHus, U aHMPUANIO BCE Yalle paccmaTpu-
BalOT B CTpPyKType PAX6-accounnpoBaHHbIX cMHApOMOB [1].
B onuncaHusaX KIMHUYECKMUX CyYaeB BPOXKAEHHOM aHMPUanK
MOXHO BCTPETUTb YKa3aHWs Ha Hannyiune y AeTen Takmnx ncuxo-
HEBPONOrMYECKMUX NMPOSIBAEHUI, KaK HapylleHUs BOCMPUSATHS
3BYKOB M 06pabOTKM ClyxoBOW MHPopMauuu [4], KOTHUTUB-
Hble 1 ABWUraTenbHble HapyweHus [4, 5], HapylweHus cHa [6].
McuxoHeBponorMmyeckas NaTonorns, a MMEHHO 3TUONO-
rMsl, NaToreHes, KNMHUYECKUE NPOSIBIEHUS MPU BPOXKAEHHOM
aHUPUAKK, a TaKKe TaKTUKa BeAeHUs 60MbHbIX C 3TOW naTo-
fnlornemn octalTcs Manou3yyeHHbIMU U OMUcaHbl MPenumy-
WECTBEHHO B HEMHOIOYMUCNEHHbIX KAMHUYECKUX MpUMepax
[4, 5, 7]. OgHako TpebytoTcs pPerynspHoe AucnaHcepHoe
HabnlaeHNe, KOMMNEKCHas MeauUMHCKasa peabunutauns
opraHa 3peHMus, KOpPPEeKLWUs COMNyTCTBYIOWEN CUCTEMHOM
naTofiorMn (KOHTPONb 3HAOKPWHHOM, KOCTHOMW, MULLEBapU-
TenbHon cucteMm) [2, 3, 8]. OcHOBbIBasiCb Ha COGCTBEHHOM
onbITe, Mbl CHUTAEM, YTO TaKKe HeobxoaumMo HabnaaTb 3a
pa3BUTUEM HEPBHOW CUCTEMbI Y AETEN C BPOXKAEHHOW aHU-
puaven u oTcnexmBaTb MOSIBAEHWE MPU3HAKOB MCUXOHEB-
PONOIrMYECKUX HapYLLUEHWUW, TaK KaK 3TOMY YAENsSeTcs O4YeHb
Mano BHWMaHKWA, U AarKe B UMEIOLWMXCA KITMHUYECKNUX PEKO-
MeHZaLMAX OHU UMEIOT HU3BKYIO AoKa3aTeNbHyo 6asy.

BPOXAEHHAA AHUPUOUA

U PAX6-ACCOLIUUPOBAHHBIE CUHAPOMDI:

SNMUAEMHUOJIOIUA, STUONIONUA, DEHOTUN

PacnpoctpaHeHHOCTb BPOXAEHHOW aHupuaunu, No pas-
HbIM AaHHbIM, BapbupyeT oT 1 Ha 40 Tbic. 4o 1 Ha 100 TbiC.
MBbIX HOBOPOXK/AEHHbIX, 04MHAKOBO CPEAN MYIKCKOIO 1 XKEH-
CKOro HaceneHus [2, 3, 8]. BpoxaeHHas aHWpuaus OTHO-
CUTCS K PefKMM CUMHApOMaM M 06ycnoBfieHa NpuUCyTCTBUEM
naToreHHbIX BapuaHToB B reHe PAX6, KapTMpoBaHHOM Ha
KOpPOTKOM nneye 11-1 xpoMocoMbl B noKyce 11p13 [9, 10].
Y nauneHToB ¢ aTUNUYHbIM GEHOTUMOM OMMUCaHbl NaTOreHHbIE
BapuaHTbl reHoB FOXC1, PITX2, CYP1B1, FOXD3 v TRIM44,
accoLUMMPOBaHHbIE C Pa3BUTUEM AUCTEHE3UU NepeaHero cer-
MeHTa rnasa [6, 10]. [Mpu aToM naTtoreHHble BapnaHTbl reHOB
FOXC1, PITX2, CYP1B1 n FOXD3 np1BOAST KaK K YaCTUYHOMY,
TaK U K NOSIHOMY OTCYTCTBMIO pafyHoM 060/104KHM rnasa, Tor-
[a KaK naToreHHble BapuaHTbl reHa TRIM44 — K ToTanbHOM
aHnpuann (NOHOMY OTCYTCTBMIO pady*KHOW 060504KK) [3].
MaTtonornyeckne mnameHeHus B reHe ITPR1 OTBETCTBEHHbI
3a pa3BuTUE CUHAPOMA [MAnecnn — aHMpPUanMKM B COYeTaHnu
C NTO30M, OCOGEHHOCTAMM NCUMXOPEYEBOr0 Pas3BUTUS U MO3-
Ye4yKoBOM aTakcuen [11].

OfHoM M3 Hanbonee YacTblX CUHAPOMASbHBIX GOPM BPOXK-
[neHHon aHupuamm (0o 30% Bcex cnydaeB 6one3Hun [11]) aBng-
etcad WAGR-cuHgpom (W — Wilms tumor (onyxonb Bunbmca),
A — Aniridia (aHnpuamns), G — Genitourinary problems (mouye-
nonosble aHomanuu), R — mental Retardation (3agep»xKa
NcUXM4ecKoro passuTnsg)). 3abonesaHne (OMIM #194072)
BbI3BaHO AefeumsamMun pasHom NpoTAXKEHHOCTU B XPOMOCOM-
HoM o6nactn 11pl3, BKaoYawwmnmm reH PAX6 (c pa3BuUTK-
€M MOPOKOB pa3BUTUSA opraHa 3peHus), reH WT1 (onyxonb
Bunbmca), reH BDNF (CHUXEeHWe UHTeNNeKTa pas3fnyHom cre-
MEHWU BblPaXKEHHOCTH, HapPYLWEHUS YyBCTBUTENbHOCTU K 60N)
[9, 11]. PacnpocTtpaHeHHocTb WAGR-cMHApPOMA, NO pas3HbiM
OaHHbIM, BapbupyeT oT 1 Ha 500 Tbic. 40 1 Ha 1 MJH KMBO-
poxaeHHbIX [8, 9]. KnaccunyecKkas kaptuHa cuHapoma WAGR

CKNagblBaeTcs U3 HapyleHun OyHKUMW opraHa 3peHus,
CKJIOHHOCTK K 06pa30oBaHmio onyxoan Bunbmca, pasinyHbix
NCUXOHEBPONIOTMYECKUX HapPyLLEHWW, B TOM 4ucne ¢ dop-
MWpOBaHMEM y pebeHKa MWHTeNeKTyanbHOW HeaocTaTou-
HOCTHU, HapyLleHWn cayxa U npouecca o6paboTKU CIyXOBOM
MHpopmaLmnm B roloBHOM Mo3are [12]. MoaTMnom cuHApomMa
WAGR aBnsetcsa cuHapom AGR, xapaKTepusyowmmncs Kim-
HUYECKOW TPUaAoW: aHUPUANS, MISBMEHEHUS HAPYXKHbIX NONO-
BbIX OPraHoB MPOMENKYTOYHOro TUMa, YMCTBEHHas oOTCTa-
noctb [12]. OH Takke 06ycnoBneH AeneuusaMn KOpOTKOro
nneda 11-in xpomocombl [12]. CuHagpom WAGRO (WAGR +
Obesity syndrome; OMIM #612469) — euwe oavH noa-
TMn cnHgpoma WAGR, Bbi3BaHHbIM NPOTAXKEHHOW Aeneuumen
B XpOMOCOMHOM o6nactn 11pl12-11p14 vn oTanyarowmnmcs
oT cnHapoma WAGR Hannuunem oxupeHus [12].

B 2-5% cny4aeB BpOXKAEHHAs aHUMPWUaOMS BbiBASETCA
NP1 APYTMX MOHOTEHHbIX CMHAPOMaxX U XPOMOCOMHbIX 3abone-
BaHusax [3, 12]: cuHapome mnnecnu (OMIM #206700), cuHa-
pome AKceHdenbga — Purepa, Tvn 1 n 3 (OMIM #180500,
#602482), cMHAPOME aHWPUOUKU C TUNoniasnen unu anna-
3Men HagkoneHHuka (OMIM #106220), cuHapome aHupwu-
OMN C MUKPOKOPHEea U CMOHTaHHOW pe3opbumen KaTapaKTbl
(OMIM #106230), cKkeneTHOM AMcnnasum ¢ XpynkKMMmn KOCTAmMuU
(OMIM #602361), BpoxkaeHHOM KepaTuTe (OMIM #148190),
CUHAPOME NOoKafbHOM runonnasum Koxun (OMIM #02361),
CYHAPOME 3a[EPXKKMU POCTa B COYETAHUMU C 3aAEPHKKON NCK-
XOMOTOPHOrO Pa3BUTUS U Pa3WYHbIMKM aHOMaNUAMKU [Nas3
(OMIM #156190), cMHAPOME MHOXECTBEHHbIX 3K30CTO308B,
TMn 2 (OMIM #133701), cuHapome mMe3oaepMasibHOW Auc-
nnasuu pagyxku (OMIM #107250), cuHapome lNoTouKoro —
Waddapa (OMIM #601224), cuHAPOME W30AMPOBAHHOM
MWKpOPTaNnbMuK ¢ Konobomoun, tun 7 (OMIM #614697),
cuHgpome [eHuca — [pawa (OMIM #194080), cuHgpome
Kowaybero rmasa (OMIM #115470) [3, 9, 12].

NATOrEHE3 BPOXXIEHHOW AHUPUAUMU

Kak yxe oTmeyanocb paHee, BPOXAEHHAs aHWpPUAWS
B 60/bLUMHCTBE cllyyaeB 06ycnoBfAeHa HYKNeoTUAHbIMU 3ame-
Hamu B reHe PAX6 [12, 13], npeacTtaBuTene Knacca reHos,
KOAMPYIOLWMX BENKN-PErynaTopbl IMGPUOHANBHOMO Pas3BUTHSA
[3, 9]. AKkcnpeccus reHa PAX6 Ha HavanbHbIX 3Tanax pa3BuTma
aMb6puoHa cBA3aHa ¢ GOpPMUPOBAHUEM IPUTENIBHOMO CTe-
6enbKa, 3pUTENbHOrO My3blpbKa M NMOBEPXHOCTHOM 3KTOAEP-
Mbl [10]. eH urpaet oaHy M3 KIOYEBbLIX POSien B NOAAEPKAHUN
MYNbTUMOTEHTHOrO COCTOSIHWUSA HEKOTOPbIX BUAOB NPOreHnTop-
HbIX KNETOK (KNETOK-NpealWecTBEHHUKOB) U UX AnddepeHLm-
POBKE C 06pa30BaHMEM KNETOK PaAYKKM U LMAKApHOro Tena,
MUIMEHTHOIO 3NUTENUs, HEWpOHaNbHbIX KAETOK CeT4yaTKM,
KNETOK cpeaHen 060MI0YKM rasa, MUMIMEeHTHOro oS anuTe-
NS, a TaKXe KOopbl FOJIOBHOMO MO3ra, MO3e4Ka, anuduaa,
MO30/IMCTOrO Tefla M YacTu MOAKOPKOBbLIX CTPYKTYP (PETUKY-
napHasa ¢opmaums, runnokamn) [3, 9, 10]. Kpome Toro, rex
PAX6 perynupyeT aKcnpeccuto paga reHoB, GyHKLMOHUPYIO-
WKUX B KNETKax pasfiMyHOro MPOUCXOXKAEHUS, Hanpumep
B rO/IOBHOM MO3re, TKaHsiX rnasa W NoaXKenyaoyHom xenese
[10, 11]. CnepoBaTenbHO, HapylleHWEe TPaHCKPUMLMKU 3TO-
ro reHa NpPUBOAWT K MOPaXKEHUIO COOTBETCTBYIOLWMX TKaHEN
M OpraHoB (M30IMPOBAHHOMY UK coveTaHHoMmy) [11].

BonbLWNHCTBO UBMEHEHWI B CTPYKTYpe reHa PAX6 (okono
65%) NpUBOAAT K NOMHOW noTepe QYHKLUWUU NOBPEXOAEHHOM
KoMK reHa (rannoHegoctatoyHocTn) [10] n pa3BuTUio peHo-
TUNUYECKM BapuabenbHON KIAMHWMYECKOW KapTUHbI BPOXK-
neHHon aHupuguun [10]. ommMmo ranjoHeaoCTaToO4HOCTH,
naToreHHbI BapuaHT reHa PAX6 MOXeT NpuBOAUTb K nato-
JIOTMYECKON aKTUBHOCTM (Hanpumep, TOKCUMYHOCTKU) 6GenKa
PAX6 [10]. AKTMBauusa TpaHCcKpunumm reHa PAX6, ydacTByto-
Llero TakXe W B rnyramatepruyeckon anddepeHumpoBKe



KNeToK [14], MOXET HapywuTb paBHOBECUE MeXOy aKTUB-
HOCTbO HEMPOHOB BO36YKAEHUSA M TOPMOXKEHMSA B rnyTamat-
FAMK-epruyeckon cucteme [14, 15], oAHAKO NOSHbIK MeXxa-
HU3M HapyLEeHNs paBHOBECUS MEXKAY HEMPOHAMMU B AaHHOM
cnyy4ae NOSHOCTbIO elle He M3yvyeH. OnucaHbl caydyan Xpo-
MOCOMHbIX NMEPECTPOEK, TaKMX KaK AeNneLmun, TpaHCIoKaumum
N MHBEPCHUW, KOTOPbIE MOrYT MPMBOANTL K M30IMPOBAHHON
BPOXXAEHHON aHMpUAMKM (HECUHAPOManbHasa GopMa aHUpuU-
aun), NposiBASOWENCS a3HbIMKU OCIOXKHEHUAMK [3, 11].
Kpome TOro, onucaHbl €eAWHWUYHbIE CllyYau MNaToreHHbIX
BapuaHToB reHa PAX6 B KOMMNayHA-reTepo3nMroTHOM COCTOS-
HUKM [16]. TOMO3UTOTHbIE WMAW KOMMAyHA-reTePO3UroTHbIE
naToreHHble BapuaHTbl reHa PAX6 netanbHbl, YTO yKa3blBaeT
Ha Ba)HOCTb 3TOr0 reHa B npouecce ambpuoreHesa [10].

Tun HacnegoBaHUs BPOXAEHHOW aHUpUAMM — ayTo-
COMHO-AOMMWHaHTHbIN [12]. 3aboneBaHue xapaKTepusyetcs
NOMHOW MEHETPaHTHOCTbID UM BapbUpPylOWEN ISKCMPECCUB-
HocTbio [9]. B 30—-70% cny4yaeB BO3MOXHO BO3HUKHOBEHWE
naToreHHoro BapuaHTa reHa de novo [13], B OCTa/lbHbIX CNy-
Yyasix 3abonieBaHMe HOCUT CEMENHbIN XxapaKTep [3, 9].

YYACTUE FrEHA PAX6 B ®OPMUPOBAHUHU
CTPYKTYPHO-®YHKLUMOHAJIbHbIX HAPYLUEHUH
LEHTPAJIbHOW HEPBHOW CUCTEMbI

B NMPOLIECCE 3MBPUOrEHE3A

CHU}KEHWEe OCHOBHOM QYHKUMKU reHa PAX6 B KOHEYHOM
MO3re BO BpeMs ero aKchnpeccuu B nepuoj ambpuoreHe-
3a [10] npuBOAMT K AePULAUTY KNETOK paguanbHOW [uu,
MX HenpaBuibHOM AMdPepeHUMPOBKE, HapyLleHUO B3au-
MOAENCTBUSA MEXKAY HEMPOHAMM W acTpouuTaMu, 4YTO TaK-
e BAusieT Ha GOpMMPOBaAHMUE IKCAMTOTOKCMYHOCTM (@Hr.
excitotoxicity — mMexaHu3m rmbéenu HeMpoHOB B peaynbrate
yBENNYEHNS BbICBOOOXKAEHUSA BO3OYKAAOWMX HEMPOTPAHC-
MWUTTEPOB ryTamMaTa W acnapTaTa), U HapyleHHOMY pa3Bu-
TUIO CMHaNcoB, 06pa3oBaHHbIX acTpouuTamu [10, 11].

C nomoulbio HEMPOBU3yann3aLMOHHbIX METOAO0B, HaMpu-
Mep MarHUTHO-pe3oHaHcHon Tomorpadun (MPT), y 60/bHbIX
C BPOXOEHHOM aHupuanen, o6ycnoBfEHHOM NaTOreHHbIMU
BapuaHTaMu B reHe PAX6, MoryT 6biTb OGHapYXeHbl cneayto-
LMe CTPYKTYPHbIE aHOMasMK FOI0BHOIO Mo3ra: runonnasus
nepeaHen KOMUCCyphbl, NnepeaHen NOSCHOM KOpbl, UBMEHEHUS
Ceporo BelLecTBa MO3XKe4vKa, BUCOYHOM M 3aTbIIOYHOM Jonen
rONOBHOIMO MO3ra, 060HATENIbHON JIYKOBULIbI, MO30JIMCTOrO
Tena, anudu3a, OAHOCTOPOHHAS MOAMMUKpOrupusa [17] unu
YMEHbLUEHWE TONLMHbI KOPbl FON0BHOMO Mo3ra [17], runo-
nnasus XxMasmbl 3pUTENBHOINO HepBa, nepeaHen n 3agHewn
CNanKK, a TaKkxe annasus Wiu runonnasus WUWKOBUAHON
wenesbl [18]. Y naumMeHToB C W30/IMPOBAHHOW BPOXKAEH-
HOW aHMpuanen Yaue o6HapyKMBalT rMMNONIasuid MO30-
NUCTOro Tena, anndusa, rmnodmsa 1M nepegHen KOMUCCYphI,
obuyo HespenocTb Kopbl [17, 18]. Mpu WAGR-cuHapome
Yy 4YacTu nauMeHToB OblM OBGHapyXKeHbl MonHas areHesus
MO30J/IMCTOro Tena U OTCYTCTBME NPO3pPavyHON NEeperopoaKH,
aHomManuMuM pa3BUTUS KOpbl FrofoBHOro mo3ra [19, 20], npu
cuHapome unnecnu — nNpPU3HaKKM rMNoTpodumn nosnyLapun
rO/IOBHOIO MO3ra Wan YepBs MO3Xe4Ka [21].

MMOMUMO CTPYKTYPHbIX HapyLIEHWI FOIOBHOrO MO3ra, ANs
nauueHToB C U30JIMPOBAHHON BPOXAEHHOW aHupuaunen (no
faHHbIM MPT rofioBHOro Mo3ra) XapakTepHbl cneuuduye-
CKMe NpU3HaKKM BO3pacTHOM HewpogereHepauuu (atpodpus
Kopbl, O06bI4HO NI06HOM, TEMEHHOW M 3aTblIOYHOW AO0NEN,
n ceporo BellecTtsa) [20], HanomuHawLWKMe HenpoBocna-
nutenbHbin npouecc [20, 22]. UccnegoBaHne Ha nabopa-
TOPHbIX MbllWax NoKasano, YTO C BO3PacTOM 3HaAYWUTENbHO
CHUXKaeTcsa cBA3blBaHWe reHa PAX6 ¢ perynatopHbiMU ane-
MEHTaMK ApPYrMx reHoB, OTBEYaloWMX 3a Peryisaumio Bbixu-
BaHus HenpoHoB (BDNF, SPARC), reHOB cO3peBaHus acTpo-

umtoB (S100B, GFAP), knetouHon nponudepaunn (PCNA),
BocnaneHusa n uMmyHHoro oteeta (IFNG, TNFA), okucnutenb-
Horo cTpecca (SOD, CAT), runokcuu (LDH) [17]. Bonee Toro,
Yy YacTW NauMEHTOB C BPOMKAEHHOW aHUMPUOMEN W MATOreH-
HbIM BapuaHTOM reHa PAX6 o6HapyeHO 60/bliee UCTOHYEe-
HWEe KOPbl FOIOBHOrO MO3ra ¢ BO3PacTOM MO CPaBHEHMIO CO
300p0BbIMU NtogbMu [20, 21]. YMEHbLIEHWE TONLWMHBI KOPbI
rONI0OBHOrO MO3ra TaKXe CBSi3aHO CO CHMXeHWem obbema
paboyen namaTn y aTux naumeHTtos [20, 21].

[eH PAX6 oKasblBaeT BAUAHME Ha SKCMPECCHI0 TOPMOSHbIX
HEMpoOMeAnaTopoB, aKTUBMPYS IKCMPECCHIO TPAHCKPUMLIMOH-
HbIX daKTopoB, ynpasnswowmx rmytamaT-FTAMK-epruyeckon
aMbdepeHUMpPOBKOM KIETOK B MpoLecce BHYTPUYTPOOGHO-
ro pasBuTUS ronoBHoro mosra [16]. lNpeanonaraercs, 4To
W3MEHEHWS B CTPYKType reHa PAX6 1 HapylleHus B rnytamat-
FTAMK-epruyeckon cucteme B mnpouecce ambpuoreHesa
(NoBbIWEHWE KOHLUEHTpaLmMK rytamaTa n gucbanaHc B pabo-
Te peuentopos NAMK) accouuunpoBaHbl C pa3BUTMEM pac-
CTpOMCTB ayTncTnyeckoro cnektpa (PAC) [15, 16].

NMCUXOHEBPOJIOTMYECKME NMPOABJIEHUA

Y AETEWA C U30/IMPOBAHHOW AHUPUAMEMN

[lcuxoHeBponorMyeckme HapylweHua HabnwgatoTces
y 12-17% 60nbHbIX C BPOXAEHHOM aHupuaunen [2, 3]. 3710,
KaK npaBuo, oTCTaBaHWe B NCUXOPEYeBOM Pas3BUTUM, OCO-
6eHHOCTM GOPMUPOBAHUA NOBEAEHWUS U 3MOLIMN, pexe —
WHTENNEKTYaNbHblE HapYLEHUs, 3Nunencus, nupamuaHblii
CUHAPOM, CUMMTOMbI MOPAXKEHUS MO3Xe4yKa, IMOLMOHaNb-
Has NabwibHOCTb, AENPeccusl, HapylleHns NOBEPXHOCTHOM
YyBCTBUTENIbHOCTU, paccTponcTBa cHa [23, 24]. OgHako
B APYroM WCCNefoBaHWMM OTMEYEHO OTCYTCTBME HEBPOJO-
TMYECKNX HapyLUEHWN NPU BPOXKAEHHOW aHUPUAUKM — [axe
npu Hann4ynu MopdONOrMYECKUX U3MEHEHWM TFON0BHOrO
MO3ra, KOTopble YNOMUHan1chb Bollwe [25].

HapyweHus cnyxa

Jliogn ¢ BPOXKAEHHOW aHUMPUAMEN, COMNMACHO OTAE/bHbIM
KNMHWYECKUM HaBMIOAEHUSAM, MOTYT UCMbITbIBaTb TPYAHOCTH
C BOCMPUATUEM PEYU M3-3a PaCCTPOMCTB 06PabOTKMU CIyXO-
BOW MHPOpMaLmu [26, 27], 04AHAKO MexaHW3Mbl HapyLIEHUH
C/yXa M YacToTa WX MPOSBAEHWI B HACTOSALLMIA MOMEHT HE M3Y-
YyeHbl. HapyweHus 06paboTKu cnyxoBon MHbopMauuun (Tpya-
HOCTW C NIOKann3aunen 3ByKa u NOHUMaHWEM PeYM B LIYMHOM
06CTaHOBKE) 6blIN OMNUCaHbl Uy AETEN C BPOXKAEHHOW aHu-
puaven, obycnoBNEeHHOM NaTOreHHbIMW BapuaHTaMW reHa
PAX6 [26], 04HaKO AaHHbIX MO YacToTe BCTPEYaEMOCTH Hapy-
LeHU 06paboTKK cnyxoBoW MHGopMaLuMK HeT. Mo gaHHbIM
ayanmonorMyeckoro uccnegosaHms 11 geten ¢ BPOXKAEHHOM
aHMpuUanen (KoHTponbHasa rpynna — 11 340poBbIX AeTen), BO
BCEX Cyvasix 6blan NosydyeHbl HOpMasbHblE ayauMorpaMmel.
BmecTe ¢ aTMM y AgeTen ¢ naTtoreHHbIMKM BapuaHTaMu reHa
PAX6 O0TMEYEeHO HapylleHWe MeXnoaylwapHoro B3auMMoaen-
CTBMS B npoLecce 06pabOTKM CIyxoBOW MHPOpPMaLMK cneBa
1 cnpaBa [26, 27]. HapyweHus 06paboTKK CnyxoBon MHDOP-
MaLuK Y NaumMeHTOB C BPOXKAEHHOW aHUPUANEN OBHAPYKEHbI
M C NOMOLLbIO 3NeKTpoaHuedanorpadum [26]. B coBoKyn-
HOCTM 3TU JaHHble, MO HaleMy MHEHWIO, CBUAETENbCTBYIOT
0 Heo6XxoAMMOCTM ayaAMONorn4yeckoro obcnenoBaHus 60/b-
HbIX C aHUpuanen n PAX6-accoummpoBaHHbIMU CUHAPOMaMM.

HapyweHus cHa

COH UrpaeT BaxHylo pofib B pa3BUTUM Mo3ra pebeHKa,
a HapyweHWs cHa y AeTen acCoLMMPOBaHbl C KOTHUTUBHbI-
MM, 3MOLIMOHaNbHLIMX W MOBEAEHYECKMMMU paccTpoicTBa-
MK [28]. Y geten ¢ BPOXKAEHHOM aHUpPWAMEN paccTponcTBa
CHa BO3HWKAIOT B pe3ynbraTte MOBbIWEHHOW YyBCTBUTESNb-
HOCTU K CBETY U HapyweHWs BCIAEACTBME ITOMO CUHXPOHM-
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3alMKU LMpKaaHbiX (CYTOYHbIX) PUTMOB OpraHuama [5, 6], 4Tto
BOOOLLE XapaKTEPHO ANs AeTeN C HapyweHUsIMU 3peHns [28].
PacnpocTpaHeHHOCTb HapyleHW CHa cpean AeTen C BPOXK-
[EHHOW aHMpWUOMeEn ocTaeTcs HendydeHHoW. BmecTe ¢ Tem
M3BECTHO, YTO OT XPOHWUYECKMX PACCTPOMCTB CHa CTpadatoT oT
30 0o 70% aeTen Co CHUMKEHHOW OCTPOTOM 3PEHUS MPU Pa3HbIX
3puTenbHbIX natonorusx [28—-30]. B yucne HapyleHun cHa
onucaHbl CABUI HacTynneHus dasbl CHa, MIHCOMHUS, PaHHUe
yTPEeHHUE NPOBYKAEHUS, AHEBHAsA COHAMBOCTb [28]. Kpome
TOro, NPV BPOXKAEHHOW aHUPUAMM OTMEYaeTcs NoBbllEeHHas
YYBCTBUTENIbHOCTb HE TONIbKO K OCBELLEHMIO, HO U K 3BYKO-
BbIM pasgpaxkutenam u 3anaxam [28, 29]. HenpuBbIYHbIA,
HOBbIV WX HE3HAKOMbIV 3anax, rPOMKWE WIM He3HaKoMble
3BYKM TaKKe MOryT Bbl3blBaTb TPYAHOCTM MpPW 3acbiNaHuu
y AeTen ¢ natonorven 3peHus [28]. HapyweHua cHa npwu
BPOXAEHHOM aHWPUAMK MOTYT ObITb CNEACTBMEM TMNOMNIa3nn
WWLWKOBWAHOM »Kenesbl U CBA3aHHbIX C 3TUM OTHOCHUTENbHO
HU3KMX (B CpaBHEHMM CO 340POBbIMU AETbMU) KOHLIEHTPaLMM
KOPTM30/1la M MeNnaToOHWHa B KPOBM B HOYHOE BPEMS, YTO
accoLMMPYET C HUBKMMU KOHLEHTpaLMSaIMKU B-CynbPaToKCH-
MenaToHMHa B NepBOM yTPEHHEN nopLmm Moyu [6]. M3BecCTHO,
4YTO KOPTU30/ U MENATOHMH Y4acTBYIOT B PEryIsiLmMn LMpKaa-
HbIX PUTMOB OpraHM3ma, 1 MPU CHUKEHUN UX KOHLLEHTpaLUK
B KPOBW HapyllaeTcs Ka4yecTBO CHa, ero AIMTeNbHOCTb U pery-
napHocTb [6, 28]. UHTepecHbIM MNpeacTtaBnsercs BnepsBble
OMMUCaHHbIN KIMHUYECKUI Cllydal HapKOJIENCUKU Y YeTBEePbIX
Y/IEHOB CEMbW U3 ABYX MOKOMEHUIN C MOATBEPKAEHHOM BPOXK-
OEHHOW aHupuanen, obycnoBAEHHOW MaToreHHbIM BapuaH-
TOM reHa PAX6 [29]. Y Bcex 4neHoB ceMbM Mo AgaHHbIM MPT
rONOBHOrO MO3ra Oblna O6HapyXeHa rMnonnasus LWKULKO-
BWAHOW enes3bl U HapyleHbl LMPKaaHble pUTMbL. Mpn aToM
ObI/IN UCKKOYEHBI APYrUe MPUYUHBI PA3BUTUS HapKOAENcuu
Ha OCHOBaHWW PE3yNbTaTOB U3MEPEHUS KOHLIEHTPALIMK TUMNOo-
KpeTuHa-1, B TOM Yucne 1 ayTOUMMYHHbIM XapaKtep 3abone-
BaHWSA B CBA3W C OTCYTCTBMEM aHOMasbHbIX T-TMMOPUMTOB
B CMMHHOMO3roBOM XuaKocTh [29].

[BUratenbHblie HapyLWEeHUs

Mo Hawum HabnAeHUsM, ABUraTesibHble HapylleHus
y AETeN C BPOXKAEHHOM aHWpuaMEn MOryT ObiTb CNeACTBUEM
aHoMasnun CTPYKTYpbl MO3xedKa [30, 31], npuMBOASAWMX He
TONIbKO K HapyLLEeHUSIM KoopAMHaLMK (MO3XKEYKOBOM aTaKkcuhn),
HO ¥ K MblLLIEYHOW TMMOTOHMM (NMPK NOPAKEHUU YEPBS MO3XKEY-
Ka), KoTopasi MposiBASETCH LATKOCTbIO U HEeyCTOMYMBOCTbIO
NMOXOAKW, HapyLEHHOW MOTOPUKON PYK, NOBbIWEHHOW YyTOMIS-
€eMOCTbIO ¥ cnabocTbio [32]. Mbl OTMEYaeM, YTO 3TU CUMMTOMbI
CTaHOBATCS 3aMETHLIMU Y}Ke Ha NEPBOM oAy XM3HU pebeHKa
M NposiBNSAOTCA 06bIYHO B BUAE TEMMOBOW 3a4E€PrKKU MOTOP-
HOro pa3BuUTKA, a y AeTEN CTaplle ogHOro roga GopMupyoTes
HapyLleHWe OCaHKM, NIOCKOCTOMNKE W ApYyr1e opToneanyeckme
W ABUratenbHble HapyweHus. CneayeT OTMETUTb, HTO 3TW Hapy-
LWeHUa B CTapliem Bo3pacTe, Mo HalleMy MHEHUIO, BEPOSITHO,
MOTYT GbITb Bbl3BaHbl PUKCUPOBAHHBLIMU NO3aMK NPW NUCbME
M YTEHUW M3-3a CHUKEHUS OCTPOTbl 3PEHMs. Y MNaLMeHTOB
C BPOXAEHHOW aHWpUAMEN Mbl HEPEAKO BCTpeYyaem CUHAPOM
COEANHUTENIbHOTKAHHOW [AUCMNa3uK, XapaKTepu3ylowunncs
rMNePaNacTMYHOCTbIO COEAUHUTENbHOW TKaHW M MblUEYHON
TMMNOTOHMEN, YTO MPUBOAUT K HAPYLLEHUIO CTaTUHECKON PYHK-
UMM NO3BOHOYHMKA, HO MaTOreHeTMyecKkas CBA3b aHWpUAUK
C CMHOPOMOM COEAMHUTENbHOTKAHHOW AMCMNIasuMu MoKa He
NMOATBEPXKAEHA B CUY OTCYTCTBUS HEOOXOAUMbIX KITMHUYECKMX
HabNOAEHUN U UCCNea0BaHNUN.

KOrHUTUBHBbIE U NCUXUYECKUE HaPYLUEHUA

CHWXXEHUEe UHTENNEKTyalbHbIX CMOCOBHOCTEN Y BONbHbIX
C BPOXXOEHHOW aHupuanen (Kak npasuino, GpopmupoBaHue
YMCTBEHHOW OTCTANOCTU NIEFKOM CTEMEHU) OTMEYEHO B €au-

HWYHbIX MccnegoBaHmax [33—-35]. Y nauMeHToB ¢ naTorex-
HbIMW BapuaHTamu reHa PAX6 TaKKe OonucaHO CHUXKeHWe
dYyHKUMKM BepbanbHOM paboyen namatu [26, 31], 4To cBA3bI-
BalOT C areHe3nen nepegHen cnamku roloBHOro moara [26].
AHMPUAKS, KaK U ApyrMe peakune HacneacTBeHHble 3a60-
neBaHus, BAUSET Ha 06pas KM3HU U ee Ka4eCTBO KaK caMmux
60MbHbIX, TaK U YNEHOB UX cemeNn. MNoCTOAHHbIM cTpax GyayLie-
ro, CTpax HeyAayHbIX onepawmi, CTpax NoTepu 3peHns — Bce
3TO0 NPUBOAMT K XPOHMYECKOMYy cTpeccy [36], Bcneactasve
KOTOPOro Yy NauWeHTOB C BPOXKAEHHOW aHUPUAMEN OTMeYe-
HO MOSIBIEHNE MOBbIWEHHOW TPEBOXHOCTU M CKIOHHOCTH
K AenpeccusiM, KOTOpble OKa3blBaloT CyLLECTBEHHOE HEraTuB-
HOE BIUSIHWE Ha NCUXONOTMYECKyo 06CTaHOBKY B ceMbe [36].
TaK, NncMxonornyeckoe onpocHoe uccnegosaHue 44 poc-
CUMCKUX AeTEeN C BPOXKAEHHOW aHMpUAMEN (BO3PacCT He yKa-
3aH) 1 UX poauTenen nokasano, 4to 76% geten n 82% poaute-
Nlen UCNbITbiIBaOT 6€CMNOKONCTBO O BO3MOXHbIX MPEACTOSAWLMX
TPYAHOCTSAX B XU3HKU, 91% peten n 100% poauTtenen «ierko
BMnagatoT B YHblHME», 64% poauTenen UCnbITbIBAOT YyBCTBO
BWHbI [36], cBA3aHHOe, N0 HaleMy MHEHWIO, C CaMO0bBMU-
HEHMEM B TFE€HETUMYECKOM MNPUYaCTHOCTM K 60ne3HU pebeH-
Ka M, KaK cneactame, HeoO6X0AMMOCTM YacTbIX OnepaTUBHbIX
BMelaTenbCcTB M rocnuTannsaunin, orpaHuynBaloLmMX ero
couManbHyto *}1U3Hb. COCTOSIHWE HEYBEPEHHOCTU B cebe UCMbI-
TbiBalOT 79% OMpPOLIEHHbIX AETEN, NMPUYEM MOMOBUHA AETeM
UCMbITbIBAET 3TO YYBCTBO O4YE€Hb YaCTO (MOCTOSAHHO) [36].

NMCUXOHEBPOJIOTMYECKUE HAPYLUEHUA

nPU WAGR-CUHAPOME

Henpotpoduyecknn daktop ronosHoro moara (brain-
derived neurotrophic factor; BDNF) — oavH 3 Haubonee
aKTUBHO UccnedyemblX HEMPOTPODMHOB (BELWLECTB, CTUMYIU-
PYIOLWMX Pa3BUTUE HEMPOHOB U MOAAEPKMBAIOLLMX UX aKTUB-
HOCTb) [37, 38] — BaeH Onsl SHEepPreTMY4ecKoro romeocrasa
KaK XXMBOTHbIX [37], TaK 1 YenoBeKa [37], BAUSET Ha Henponnac-
TMYHOCTb rofioBHOro moara [37, 38]. [annoHegoCcTaTOYHOCTb
reHa BDNF BnusieT Ha dopmupoBaHue 1 pasBUTUE OpraHn3ma
B LENIOM, a TaKXe ncuxmyeckoe passutue pebeHka ¢ WAGR-
cuHgpomom [38]. Y naumeHTtoB ¢ cuHgpomom WAGR ranno-
HefocTaTo4YHOCTb reHa BDNF nposiBnsnacb 3Ha4uMTeNbHbIM
CHUXEHWEM MHTENNEKTa 1 afanTUBHbIX NOBELEHYECKMX peaK-
LMK (oueHKa ¢ nomoulblo TectoB Vineland Adaptive Behavior
Scales v Adaptive Behavior Composite) no cpaBHEHMIO C TEMU,
Yy KOro HeT ranioHegocTtatoyHoctv [38]. fannoHeaocTaTo4HOCTb
reHa BDNF 6bina TakXe cBfi3aHa C HapyLlEHUSAMU COLManbHoOM
ajanTauuun, COOTBETCTBYIOWMMM KPUTEPUAM ayTuama, npu
OLeHKe c nomollbio MeToankn Autism Diagnostic Interview-
Revised, 4yTo, 0gHaKo, He 6blIO NOATBEPKAEHO METOAMKOWM
Autism Diagnostic Observation Schedule, a Take KivHUYe-
CKOW OLeHKOW AeTCKUX ncuxonoros [38].

MpeanpuHuManacb MOMbITKA OLLEHKW CEHCOPHbIX Hapy-
lweHnn y naumeHta ¢ cuHgpomom WAGR, OCNOXKHEHHbIM
paccTponcTBaMK ayTUCTUYECKOrO CMeEKTPa, C M3y4YeHWeM
CEeHCOpHOro npodunas (0CO6EeHHOCTU BOCMPUATUSA TaKTU/b-
HOW, 3PUTENbHON, CIYXOBOW, peyeBor MHPOpPMaLIMK) U coMa-
TOCEHCOPHOro BbI3BAHHOrO MOTeHUMana (somatosensory
stimulation evoked potential; SSEP) [39]. B pesynbrate
OTMeYeHa BblpaxeHHas rmMnocTe3ns K 60,1, MPUKOCHOBEHMU-
SIM U K BO3AENCTBUIO TEMION U XONOAHOM TemnepaTypbl [39].
O6HapyKeHa 3ajep)XKa BpeMeHW MpoBeAeHUs CUrHana
no LEeHTpanbHOMY TuMy, Bbl3BaHHas, MO HaleMy MHEHMIO,
YacTUYHOWN ANCOYHKLUMEN CTBOSIAa MO3ra Yy IaHHOro NauueHTa
M NOBbIWEHHbIM MOPOrOM CEHCOPHOM CTUMYNsALMK [39].

Mpn WAGR-cMHAPOME KIMHMKA MCUXOHEBPOSIOrMYECKMX
HapylWeHUN B TOM UAN MHOW CTEMEHN MMEETCS Y BCeX NaLueH-
TOB, OHa NPOSIBNSETCA B BUAE 3a4EPKKM NMCUXOMOTOPHOMO pas-
BWTUS,, YMCTBEHHOW OTCTanoCTW, CMHAPOMA HaBA34YMBbIX [BW-



»eHun [38, 39]. bonee nonosuHbl nauveHToB ¢ WAGR nmetot
YMCTBEHHYIO OTCTaNOCTb U NoBeaeH4Yyeckue npobnembl [38],
okono 20% — npusHaku aytmama [37, 40]. KnuHu4yeckue
NPOSIBNEHUS PACCTPOVCTB ayTUCTUYECKOro CNeKTpa Npu CUHA-
pome WAGR cunbHO BapbupytoT [37, 40, 41]. OcobeHHOCTH
N XapaKTePUCTUKU Pa3BUTUS HEPBHOM CUCTEMbI (CHUXKEHUEe
WHTENNIEKTa, 3ajeprKKa MCUXOpPevyeBOro pasBWTUS, Hapy-
lweHus 3BykonpousHouweHus, PAC u apyrne oco6eHHOCTH
NMCUXO3IMOLIMOHANBbHOrO pPas3BWUTUS, TaKUMe KaK TpeBora,
BCMbIWKK THEBA, AEMNPECCUS, CUHAPOM AeduunTa BHUMAHMA
W runepakTMBHOCTH) Npu cuHapome WAGR onuvcaHbl B HEMHO-
rOYUCNEHHbIX KIMHUYECKUX HabnoaeHusx [37, 38] n o63opax
[3, 19, 40]. MpuynHbl ymCcTBEHHOM oTcTanoctu u PAC npwu
cuHagpome WAGR go cux nop ocTalTcs Manou3yYeHHbIMU
[37, 39, 40], 4yto, MO HaWeMy MHEHUIO, TPEBYET AOMONHUTENb-
HbIX Hay4HbIX UCCNeaoBaHUM B 061aCTU FEHETUKM (Hanpumep,
BAUSAHNS reHa PAX6 Ha HepomeanaTopbl) U natoreHesa pas-
BUTUS PAC ¥ KOTHUTMBHbBIX HapyLLEHWI KaK Npu BPOXKAEHHOM
aHMpuamu, Tak u PAX6-accoummpoBaHHbIX CUHAPOMAX.

TaKe onucaHa areHe3us 060HATENbHOMO U OTBOAALLEro
HepBoB npu cuHapome WAGR, 4TO NpMBOANIO K HapyLllEeHU-
AM 0BOHSAHUA U Kocornasuio [38, 41]. Kpome TOro, yctaHOB-
neHo, 4yto y 5% nauyueHtoB ¢ cuHgpomom WAGR ummeetcs
HenpoceHcopHasa noteps cnyxa, y 92% — aedunumt o6paboT-
KK cnyxoBoun nHdopmaumm [38, 41].

3AK/TIIOMEHME

BpoxaeHHas aHMpuauns nogpobHO M3ydYeHa CO CTOPOHbI
opraHa 3peHusl. YCTaHOBNEHO y4yacTWe MNaToOreHHbIX Bapu-
aHToB reHa PAX6 B GbeHOTMMMYECKOM pa3HOOOpa3nn BPOXK-
[EHHON aHupuanum n PAX6-accoummpoBaHHbIX CUHAPOMOB.
YuutbiBas 3HauMmoe BausHWe reHa PAX6 Ha auddepen-
LIMPOBKY KNETOK HEPBHOW CUCTEMbI, MOXKHO MPEAMNONOXKUTb
HanMyne CBA3KM MexAy MaTOreHHbIMW BapuaHTaMu reHa
PAX6 1 BpOXAEHHBbIMM MOPOKaMU Pa3BUTUS TOJIOBHOMO MO3-
ra (rMnonnasus MO30AMCTOro Tena, anudusa, runodusa
W nepegHen KOMUCCYPbl, HE3PENoCTb Kopbl). B HEMHOro4Mnc-
JNIEHHbIX KIWMHUYECKUX HaBNAEeHUSX OeTen C BPOXKAEHHOM
aHUpUanEn onucaHbl pa3HOO6pas3Hble NMCUXOHEBPOJOrnye-
CKMe HapyLeHUs (3ageprKKa NCMXopeyeBoro pa3BuTUS, CHU-
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0O6ocHoBaHue. CUHAPOM BPOXKAECHHOM LieHTpasibHOM runoBeHTuasymm (CBLUI), wan «cuHAPOM MPOKAATUA YHAWHbBI» — 3TO
peaKoe, Hen3ne4ynmMoe 1 onacHoe [J1s1 U3HN 3ab60/1eBaHNe, XapaKTepH3YoLLIEeCs HapylleHsIMU B paboTe BeretaTMBHOM
HEePBHOM CHUCTEMbI U MPOSBSIOLEECS HECMTOCOBHOCTbIO OpraHnu3Ma MNoAAePKNBaTb BEHTUISLUMOHHYIO QYHKLMIO BO BPEMS
cHa. lMpu CBUI cHuXeHa YyBCTBUTENBLHOCTb K TMIIOKCUM M TUIIEPKAIHMU, YTO MPUBOAMT K MOBTOPSIOLMMCS 3nun3o4am y6o-
Koro anHoa. B muposon nutepatype onucaHo 4yTb 6os1ee 1000 ciny4yaeB gaHHOro 3abosneBaHusi. OnMncaHue KIIMHU4€CKoro
cayyas. Y pebeHka, poxaeHHoro B 37 Heg 6epemeHHocTh ¢ Becom 3330 r, ¢ nepBbiX CYTOK KU3HM OTMEYEHbI 3Mn304bl
arnHoa 1 runepKanHun. [locae UCKIOYEHUS APYIMX MPUYUH PECTMPATOPHbIX HaPYLLEHUH K 28-M CYT KM3HU Gbl/1 3aM003PEH
M K 43-M CyT U3HU reHeTUYECKN NoATBePXAeH AnarHo3 CBLI (o6Hapy»KeH naToreHHbii BapuaHT reHa PHOX2B). K mecsly
JXU3HM 10csie oTpuuaTe/IbHON AMHaMUKM 60/1€3HN HadyaTa MCKYCCTBEHHash BEHTUAAUMNS nerkux. poBegeH aHaans ciaydaeB
CBUT, ony6imMKoBaHHbIX B PyCCKOA3bIYHOM MEANLUMHCKON nTepaType. OTMeqeHbl 06LHOCTb CUMITOMOB M CPOKMU UX NMEePBOro
MposiBAEHNS, a TaKKe BpeMsl, NoTpeboBaBLIeecs 4151 yCTaHOBJ/IEHMSI BEPHOIro AnarHo3a. 3akmodeHmue. OnmcaHbl CUMMTO-
Mbl, Ha OCHOBaHMM KOTOPbIX MOXHO MPEeAnoioxuTs Haandue CBLIM B paHHME CPOKU MOC/IEe POXKAEHUSI U BbIMOJHUTL HEOO-
X0/MMbl€ FTeHETUYECKME NCCEe0BaHUS /11 CBOEBPEMEHHOro Havasia Teparnum u MUHUMKU3aLmMmM oTPULATE/IbHOIro BAUSIHUS
TMMOKCEMUM U TNIEPKANHUM Ha pebeHKa.

KnroueBbie cnoBa: CUHAPOM LIEHTPa/IbHON MMNOBEHTUSILIMU, HOBOPOXKAEHHbIA, CUHAPOM MPOKIATUS YHANHbI
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OBOCHOBAHME TMNOBEHTUNALMEN BCNEACTBUE HapyLLEHWS BeretatMBHO-
CUHAPOM BPOXAEHHOW LEHTPanbHOW TMNOBEHTUNSNA- r0 KOHTPOJS AblXaHWUS U CUCTEMHOW BereTaTMBHOW AMC-
umn (CBUI, cuH. «cMHAPOM MNPOKAATUS YHAMHbIY) — pea- dyHKUuMKn [1]. B mMupoBon nutepartype pacnpocTpaHeH-
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KnuHunyeckKoe Ha6noaeHue

1 MJIH XMBbIX HOBOPOXAEHHbIX [2]. M0 pa3HbIM AaHHbIM,
oT 69% [3] ao 100% [4, 5] nauymeHToB ¢ CBUI nmetoT
M3MEHEeHUs B reHe napHoro romeo6okca 2B (paired-like
homeobox 2B; PHOX2B) — TpaHcKpunuMoHHOro dakTopa,
y4acTBYIOLLErO B Pa3BUTUWM BeEreTaTUBHbIX MPOU3BOAHbLIX
HepBHOro rpe6Ha. Kpome Ttoro, PHOX2B KoHTponupyet
GopMHnpoBaHMe MOTOHEWPOHOB U PErynnpyeT 3KCNpPeccuio
reHoB TH (TuposuHruapokcunasa), DBH (nonamwuH-6eta-
rnapokcunasa), PHOX2A, PHOX2B, RET (NpOTOOHKOreH),
TLX2 (romeo60Kc 2 T-KneTtoyHou nenkemun), ALK (KnHasa
aHannacTnyeckon numoombl), SOX10 (TPaHCKPUNTOPHbIN
dakTop SRY-Box 10), Hand1 (6enokK, y4acTByOLLMA B pa3Bu-
TUWU CePAEYHON MbILLbI U MPOU3BOAHbBIX HEPBHOIO rpebHs),
SCG2 (cekpetorpaHuH 2), MSX1 (romeo60oKC 1 Mbllley-
HOro cermeHTta) [6]. Hanbonee yactble U3MEHEHUS B FeHe
PHOX2B npw CBLIT — 3T0 BHYTPUreHHble TaHAEMHbIE Aynan-
Kauuu (ot 24 no 33 noBTopoB NpoTMB 20 y NauueHToB 6e3
CBUI) nonnanaHWMHOBOro y4actka B 3K30He 3 (polyalanine
repeat mutations; PARM) [5]. Pexxe npuinHon CBLIT moryt
ObITb NaToreHHble BapuaHTtbl reHoB MYO1H (KOoaupyeT Muo-
3uMH |H, KOTOpbIN QYHKLMOHMPYET KaK MOTOPHbIM 6efoK
npu TpPaHCNopTe BHYTPWU KIETOK WM BE3WKYN; B 6OMbLIOM
KonnyecTBe BbipabaTbiBaeTCs B XeMOPELENTOPHbIX HEMPO-
Hax, OTBETCTBEHHbIX 3@ pPeaKLMO Ha MOBbILIEHNE KOHLIEH-
Tpaumn CO, B Kposu) [7] n LBX1 (6enkn LBX1 n PHOX2B
COBMECTHO Yy4yacTBYylOT B GOpPMUPOBaAHUU HenpoHoB dB2
B poM6OBMAHOM MO3re, o6pasys peTpoTpaneuneBungHoe
A4p0, y4acTBylolee B peaKkuuu opraHMama Ha runepkan-
HKi0) [8]. BmecTe ¢ Tem MeHee Yyem y 5% nauuneHToB ¢ CBLIIN
He yaanocb 06HapyXUTb NaTOreHHble BapuaHTbl KaKNX-nnbo
reHos [9]. Ha 3TOM OCHOBaHWKW MOXXHO MPELNONIOXUTb, YTO
pa3BUTME HEMPOHOB, OTBETCTBEHHbIX 3a PYHKLMIO AblXaHKS,
KOHTPOMIMPYIOT M ApYrue, Nnoka elle HEM3BECTHbIE, FEHbI.

KnuHunyeckne npusHaku CBLI (6pagMnHO3, noBepx-
HOCTHOE AbIXxaHWe WK anHo3, 4acTo B NepMoibl CHa) NPosiB-
N910TCA B Nepuoje HOBOPOXKAEHHOCTHU, pexe — B JETCKOM
Wnu paxke B3pocsom Bospacte [10]. HapyweHus gbixa-
Hus npu CBLIIN 3aKOHOMEPHO COMPOBOXKAAKTCHA MMMNOKCUEN
n runepkanHuen [10]. AnarHocTuKa 3aboneBaHns CBOAUT-
€Sl K UCKIIOYEHUIO 60/ee pacnpoCTpaHeHHbIX NPUYKUH Hapy-
LEeHWW AblxaHMA (B NepBYlO oyepedb anHo3) y MaageHLeB
M nccnegoBaHuio reHa PHOX2B Ha Hanu4ue naTtoreHHbIX
BapuaHToB [10, 11]. CoBpeMeHHble MeTOAbl AUAarHOCTUKHK
CBLI' no3BonstoT BbIABASATL CMHAPOM MPU HE3Ha4UTEeNb-
HbIX M3MeHeHusx reHa PHOX2B (4yalwe Bcero 3to cryvyau
¢ 25 noBTOpamu NonanaHMHOBOIO y4acTKa B 9K30He 3 —
reHoTun PHOX2B 20/25), npoTeKawlnx, KaKk npaswuso,
CKpbITO, 4em 06ycnoBfeHO no3gHee BbigBIEHME 3abo-
neBaHUs y OeTen cTapwero Bo3pacTa M B3pochbix [12].
Y 3Tux naumeHToB TpurrepoM maHudectaumnm CBLIM moxeT
ABNATbCA COMYTCTBYIOWEE YrHETeHUEe AbIxaTenbHOM byHK-
UMK (Hanpumep, Npu pecnupatopHbix WMHbEKLMAX, Hap-
Ko3e) [13]. K 2020 r. ony6/AMKOBaHO onucaHue nopsaxka
OBYyX AecaTkoB cnyyvaeB CBLI y nauveHTOB cTaple mna-
feHyeckoro Bo3pacta [13]. OoHaKo yyuTbiBas MEHbLUYIO
BbIPaXXEHHOCTb CUMMNTOMATUKM Yy MaALMEHTOB C NOAOGHbLIM
reHOTUMOM, MOXHO NPEeAnoN0XUTb, YTO B AENCTBUTENIbHOC-
TW TaKKUX cnyvyaeB Gosblue.

Mocne yctaHoBnenus B 2003 r. reHETUY4ECKOW 3TWUO-
nornn 3aboneBaHus [3] HEBO3MOMHOCTb 3TMOTPOMHOM
Tepanun naumeHTtoB ¢ CBLUI crtana oyeBuaHow. Tem He
MeHee, MeauLMHCKoe coobuecTBo chOpMMUpoBano CcTpa-
TErnto U MPUHLMMBI CUMOTOMaTUYECKOM Tepanuu TaKux

O0NbHbIX. AKTyallbHble PYKOBOACTBA U KIMHUYECKUE PEKO-
MeHAauuMm npuv onucaHuu nedyeHus nauueHtoB ¢ CBUI
yKa3blBalOT Ha HeO06XOAMMOCTb MOCTOSAHHOW MOALAEPIKKHU
QYHKUMU [bIXaHWUA WCKYCCTBEHHOW BEHTUNSAUMEN JIEerKux
(MBJ1) unun, Npu HaNM4YMM BO3MOXHOCTU, METOAAaMU HEMHBA-
3MBHOW BEHTUAALUMU — BEHTUNSALMM C NOCTOSAHHbLIM MOJIO-
XUTeNnbHbIM faBneHnem (CPAP — Constant Positive Airway
Pressure) nM6o ¢ ncnonb30BaHWEM KMCNOPOAHbIX KaHMoMb
unun macok [10, 11]. PacnpocTpaHeHne noay4ymam cnocoobbl
HenpoperyiMpyemon BCMOMoOrateSlbHOW BEHTUASLUKU Ner-
KUX (CMHXPOHM3aumsa MBJT ¢ nonbiITKaMK CaMOCTOATENIbHOTO
OblXaHUS MauueHTa ¢ NMOMOLbI 3NEKTPOAOB, pacnonara-
eMbIX B MULLEBOLE Ha YpOBHe anadparmbl U CYUTbIBAIO-
LLMX C Hee aneKkTpuyeckune noteHuuansl) [14]. B Bo3pacTe
cTapwe roga getam ¢ CBLI ycnewHo npoBoasaT onepauumu
no UMMJaHTauun ctumynatopa auadparmanbHOro Hepsa
C Lenblo BOCCTaHOBNEHUA aBToMatu3dma QYHKLMOHWPO-
BaHWS AblxaTeNnbHOM MyckynaTypbl [11, 15]. B HacToswee
BpEeMS pa3BUTUE PecnmnpaTopHbIX TAKTUK, @ TaKXe LMPOKoe
pacnpocTpaHeHre annapatoB PeCcnnpaTtopHON MOAAEPHKKHM
ONa AOMalWHEero MCnofib30BaHUSA MPUBENO K CHUXEHUIO
noTpebHocTH y naumeHtoB ¢ CLBI B NOCTOAHHOM HaxoX-
OEeHUN B MeAULMHCKKX yupexaeHusax [11]. CosgatoTtca cne-
LManbHble LeHTPbl NoaaepKu cemen naumneHtos ¢ CBLUS,
B KOTOPbIX MPOBOAMUTCS, B TOM YuUCNe, 06y4eHne pOACTBEHHU-
KOB yxoay 3a nauueHtom [16]. B pesynbTtate 3aboneBaHue
M3 MOTeHUWaNbHO NeTanbHOr0 WM NPUBOASALLErO K pas-
BUTUIO TAXKESbIX HEBPONOTUYECKUX HapyLLeHU TpaHchop-
MUPOBaNoCb B COCTOSIHWE, KOTOPOE MpW CBOEBPEMEHHOWM
OWarHoCTMKEe M afeKBaTHOM Tepanuu MOXET NpoTeKaTb
C NPUEMSIEMbIM Ka4eCTBOM XU3HW naLuneHToB [16].

B pyccKosi3blHHOM MEAULIMHCKOM nuTepaTtype nmeetcs
6onee gecaTka onucaHum cnyvyaes CBLJ, B TOM yucne nauyu-
€HTOB, NOCTYNMUBLUMX B NeguaTpuyecKue OTaeNneHuns B BO3-
pacTe HECKONbKUX MecsLEeB Xu3Hu [17, 18]. B HeKoTopbIX
paboTax aKLUEeHTUMPOBAHO BHMMaHME Ha AMHAMWKE COCTOS-
HUA pebeHKa B TeYeHWEe HECKONIbKUX MEeCALEeB WKW Jaxke
net HabnwaeHus [19, 20]. B npuBeAEHHOM HUXKE onucaHum
K/IMHUYECKOro cryyast npeacrasfieHa nocnefoBaTtesibHOCTb
OMarHoCTUYECKUX MEPONPUATUIA, BbINOSIHEHHbLIX COBMECT-
HO HeoHaTonoramMyM M peaHuMMaTonoramu, NO3BOSIUBLLUX,
UCK/II0YMB ApyrMe MnpUyuHbl NPOSIBMBLUMXCS CUMMNTOMOB,
3anofo3puTb TevyeHne mmeHHo CBLIT B nepBbi mecsy,
¥WU3HM pebeHKa. OTMeYveHbl MPU3HaKKU, Mo KOTOPbIM Bpay-
HEOHaTOoJIOr MOXET 3anofo3puTb TeyeHue 3aboneBaHus
B pPaHHWE CPOKM Mocne poxaeHus pebeHKka. Takxe npo-
BeAEeH aHaNn3 KINMHUYECKUX Clly4aeB, ONMMUCaHHbIX B PYCCKO-
A3bIYHbIX NYBAMKALMSX, C LieNblo onpeaenntb obuine cumn-
ToMbl CBLUI" y HOBOPOXAEHHbBIX U BPEMEHHbIE NMPOMEXKYTKH,
npoweawmre Mmexay nepsbimu cumntomamu CBLIM 1 cpoka-
MW, B KOTOPbI€ Y4anoCb yCTaHOBWUTb BEPHbIV MUarHo3.

KJIMHUYECKUA NPUMEP

O nauyueHTe

PebeHOK MyXCKOro nona, poawnics B cpoKe 37 Hefn
M 6 cyT B poagome 2-ro ypoBHs. Macca Tena npu poxnje-
HuM — 3330 r, gmHa Tena — 51 cm. OueHKa no wKane
APGAR — 8/9. PoxpaeH oT 5-in 6epemMeHHOCTH, 4-e podbl
(B 04HOM cfy4ae BbIMOSHEH MeAnUMHCKMI abopT). BospacT
MaTepPU Ha MOMEHT pPOXKaeHnsa pebeHka — 29 net, oTua —
50 net. HaunoHanbHOCTb pebeHKa (Mo 060UM poanTeENaM) —
Kupruns. Co cnoB maTepu, 6pak HEPOACTBEHHbIN, Yy CTapLUMX
neTen XPOHUYECKUX 3aboneBaHu He UMeeTcs, y GanKan-



LMX POACTBEHHUKOB (poauTenu, 6paTbs, CECTPbI MO OTLLOB-
CKOW Y MaTEPUHCKOM NIMHUAM) reHETUYECKUX 6ONIE3HEN HET.
BepemeHHOCTb npoTeKkana Ha ¢OHe recTauMOHHOro0 MHCY-
JIMHHE3aBUCUMOro caxapHoro guabeta U aHemuu JIerkowu
cteneHun. CKpUHUHT | v Il TpumecTpoB 6bl1 NPOMAEH, BPOX-
[LEHHble MOPOKWU Pa3BUTUA He obHapyxeHbl. CoCTosfHWe
pebeHKa npu NepBM4YHOM OCMOTPE MOCNEe POXAeHUs 6e3
0COGEHHOCTEW, OCTaBNEH C MaTepbio.

dusuKkanbHaa AMarHocTUKa

Yepe3 2 4 nocne poxaeHus pebeHoK 6bll MOBTOPHO
OCMOTPEH BPayYOM-HEOHATONOroM, oTMeYanucb 6aegHOCTb
KOXHbIX MOKPOBOB, 60/Ie3HEHHAs, HEraTUBHAs peakLuus Ha
OCMOTP, BSANOCTb, 3MM304bl 3aMUPaHUSA NPU AblXaHUK, 6e3
gecatypauuun, MUHUMalNbHble HapylweHUs GuoMEeXaHUKH.
PebeHOK nepeBeaeH B nanaTy MHTEHCUBHOIO HabNOAEHHMS.

MpeaBapuTenbHblA AUarHo3
PeGeHOK nepeBefieH B nanaty WMHTEHCUMBHOM Tepanuu
C IMarHO30M «TPaH3UTOPHOE TaxMMHO3 HOBOPOXK/AEHHOIO».

OduHamuKa 1 ucxogabl

B nanaTte MHTEHCUMBHOro HabnwaeHus Havata MHOY3K-
OHHasa Tepanusa. BbinonHeHbl nabopaTopHble UccnegoBa-
HUS (KIMHUYECKUIM aHann3 KPoBM, KOHLUeHTpauusa C-peak-
TUBHOro 6enKka), No peaynbraTaM KOTOPbIX MPU3HAKOB
BocnaneHus He o6HapyxeHo. Yepes 10 4 nocne poxaeHus
3aduKCHpoBaHbl 3NU30A4blI AecaTypauuu, notpeboBaBlwue
[IONONHUTENBHON AOTaLMM KMcnopoaa (KUCNOPOoAHas BOPOH-
ka FiO, 30%). Ewe 4epes 4 4, npuHumas BO BHUMaHue
KUCNOPOAHYID 3aBMCMMOCTb M NMOKal3aTeNn ra3oB KPoBKW CO
cMelaHHbIM aumposom: pH 7,12, pCO, — 80 MM pT. CT,,
BE — 5,9 mmonb/n, pebeHOK Obln nepeBedeH B oTaene-
HWE peaHMMaLuK C PECnUPaToOpHON MOAAEPKKON METOAOM
CPAP. B cBf131 C yXyALUEHUEM COCTOSIHUSA U MpPeanosioxe-
HWMEM O HanM4yMM MHPEKLIMOHHOIO MpoLiecca Havata aHTu-
6aKTepunanbHasa Tepanusa (aMnuuUIInMH + reHtamuuunH). Ha
2-e CYT M3HU pebGeHOK nepeBefeH B OTAENEHWE peaHu-
Mauuu MU UHTEHCUBHOM Tepanuu HoBopoxaeHHbIx (OPUTH)
nepuHaTanbHOro LeHTpa 3-ro ypoBHA. Ha ¢oHe nposo-
VMO pecrnvpaTtopHoOn U MeAWKaMEHTO3HOM (aHTWbGaKTe-
puanbHas, MHDY3UMOHHasA) Tepanuu Habnganacb NONOXKM-
TenbHas AMHAaMMUKa MO KIMHUYECKON KapTUHE: YMEHbLIEHNE
HapyleHUn GUOMEXaHUKMN AblXaHWs, OTCYTCTBME MOBTOPHbIX
3NU3040B AecaTypaunn, obwasa aktuBn3daunsa pebeHka. Ha
4-e cyT XXW3HW pecnupaTopHas noaaepxka metogom CPAP
6bl1a NpeKpalleHa U pebeHoK 6bl1 NepeBEIEH B OTAENIEHME
naTonornn HoBopoXKaeHHbIX (OIMH).

Ha 5-e cyT nony4yeH NONOXUTENbHbIA pe3ynbraT 6aKTe-
pMONOrMYyeckoro nocesa KpoBu — BblaeneH Staphylococcus
hominis. C uenbio UCKNOYEHNS HENPOUHMEKLMMN BbINOSHE-
Ha ntombanbHas NYHKUMSA — KIAMHWYECKUW aHann3d NUMKBO-
pa 6e3 NaToNorMYyecKMx M3MEeHEeHWN. Y4uTbiBas KIWHWUYe-
CKYIO KapTUHY AblxaTenbHOM HEAOCTAaTOYHOCTM U pe3ynbTar
6aKTEPMUOSIOrMYECKOro NoceBa KpPoBM, pe6EeHKy BblCTaBEH
AVWarHo3 «Cencuc HOBOpPOXAeHHoro». locne cornacosa-
HUS Tepanuu ¢ KIMHMYECKMM dapMaKonorom no pesynsra-
TaM onpefeneHus 4yBCTBWUTENbLHOCTM MPOBEAEHa poTauums
npexHen aHTMbaKTepmanbHON Tepanunn (Ha cxemy BaHKOMMU-
LIMH + CynbTaCKH), KOTopasa NpoaosKanach elle 7 CyT.

B nepurog ¢ 4-x 0o 21-e cyT }U3HU pebeHOK Haxoanncs
B8 OlNH, oTMevanucb anM304bl anHO3, COMpPOBOXAatoLLIMecs
pecatypauuen (o 70-80% Sp0,), nepruosnM4ecKon runep-

KanHuen (pCO, o 110 MM pPT. CT.) B aHann3ax KUCOTHO-
wenoyHoro coctosiHMa (KLLC). Mpu NoBTOpHbLIX aHanusax
KUWC B TeyeHne 30-60 MWH nocne nepBMYHOrO, B3ATbIX
nocne aktMBu3auuu pebeHKa, oTMeYyanacb HopManuaauums
ypoBHa yrnexkucnoro rasa (pCO, < 60 mm pT. cT.). BHe anu-
30[10B anHO3 HEBPOJIOITMYECKME N pecrnmMpaTopHblie CUMNTO-
Mbl He BO3HWKanu. [lpoBefeHa KOHCynbTaUWs € y4acTUeMm
HeoHaTaNbHOro peaHumMaronora: B nepuwoa 6o4pcTBOBa-
HUS BUTANIbHbIX HapyWeEHWM y nauuveHTa He OGHapyXKeHo.
MaTonornyeckne HeBPOSOrMYECKME CUMMTOMbI OTCYTCTBO-
Banu, pedsieKcbl COXpaHeHbl, pe6EHOK 3HTEPabHO yCBau-
Ba/l HEO6XOAMMbIN 06BbEM KOPMJIEHUS, BEC COOTBETCTBO-
Ban Bo3pacTy. Pa3 B Hefento BbIMOMHAINCL MOBTOPHbIE
HenpocoHorpaduyeckne o6cnefoBaHUa HECKONbKUMMU
cneumannuctaMu ¢ Lenblo UCKIKYEHMUS MOPOKOB pPas3BUTUS
rONI0OBHOr0 MoO3ra — YynbTpa3ByKOBas KapTuHa 6e3 oco-
6eHHocTen. [Baxabl (Ha 4-e u 21-e CyT XKM3HWU) NpoBeae-
HO UccnegoBaHMe METOAOM MOAMMePas3HOW LIEMHOW peak-
umm (MUP) 6ykkanbHOro cockoba M MO4YM Ha BUPYCHble
MHOEKLMN (BMpPYCbl NpocToro reprneca 1-ro u 2-ro TMnos,
LMTOMEranoBMpyC) U BHYTPUKIETOYHbIE MWKPOOPraHM3mbl
(xnamMuamu, MmuKonnasmbl) — pesynbTaTbl OTpULATENbHbIE.
PeHTreHorpadusi opraHoB TrpyAHOW KNETKM M OprolHOM
nonoctu BbinonHanacb 1 pa3 B 10 gHEN, OTKIOHEHUN Ha
CHMMKaX He BbIIBIEHO. Y4MTbiBas COXPaHSAOLWLMECH pPecnu-
paTopHble HapyleHWs, YCTaHOBMIEH AMarHo3 «aTunu4yHas
NHEBMOHUS». TpofJoKeHa pecnupaTopHas Tepanusa Yyepes
HMU3KoNoToYHbIe O,-KaHonu, NPOBEAEH KYpC Tepanun asut-
poMuumHoM (10 mr/Kr/cyT 1 pa3/cyT B TedyeHue 5 cyr).
lMpMHMMasa BO BHMUMaHWE aHamMHe3 W TeyeHue 3abosne-
BaHMWS, UCKIIlOYEHMe TabopaTopHO U MHCTPYMEHTaNbHO BCEX
Hanbonee pacnpoCcTpaHeHHbIX MPUYUH AbiXxaTelbHON Hepo-
CTaTOYHOCTH, crneundUYECKYD KapTUHY CTOMKOM rMnepkan-
HMM NO AaHHbIM aHanm3a KLWC 1 annM3oabl anHo3 Ha GoHe
OTMEHbI PeCcnUpaTopHOM MNOAAEPIKKMU, Ha 28-e CYT XMU3HM
BbICTAB/IEH AWMArHO3 «CMHAPOM LEHTpaNbHOM BPOXKAEHHOM
TMNOBEHTUNALMMW». [TPUHATO peLLeHNe O KOHCYNbTaLUK reHe-
TMKOM. C LeNbio NOATBEPKAEHUS JMarHo3a peEKOMEHA0BaHO
nposefeHne nabopaTtopHON AUArHOCTMKM pacrnpocTpaHeH-
HbIX U3MeHeHUN B reHe PHOX2B. C aton uenbto Ha 29-e cyT
¥W3HM 06pasel, KpOBM NauMeHTa HanpaBneH ansg uccneno-
BaHUA B LLeHTp MOoneKynsapHow reHeTuku (r. MocKkea).

Ha 30-e cyT KM3HKM cOCTOsSIHWME pebeHKa ¢ oTpuuaTenb-
HOW AMHAMWKOM B BUE HapacTaHWa OblXaTeNbHOW U Lepeb-
panbHOW HepocTaToyHOoCcTU. PebeHoKk nepeBeneH B OPUTH,
HayaTa pecnupartopHasa noaaep:kka metogom CPAP. Yepes
3 4 Ha QOHe COXpaHALIMXCA 3MNU3040B anHO3 MauMeHT
nepesegeH Ha UBJI.

Ha 32-e cyT U3HHU, y4nTbiBas oTpULaTENbHYIO AMHAMUKY
60M1€e3HM MO KAUHUYECKOM KapTWUHe, NpoBefeH MOBTOPHbLIN
KIMHWYECKUIA aHann3 NMKBopa — NPU3HAKOB HENPOUHOEK-
UMn He oGHapyxKeHo. locne nepesoga Ha UBJT oTMeYeHbl
nosiBfieHMe 6ONbLIOro KoNMYecTBa MOKPOThI, MOBbIWEHUE
napametpos WBJ1 (NMKoBOe AaBfeHWe, 4YacTtoTa BAOXOB)
W HapacTaHWe NoTpebGHOCTM B Kucnopope. YuuTbiBas nepe-
YUCNEHHYIO ANHAMUKY, peOeHKy BbICTaB/IEH AMArHO3 «MHEB-
MOHMSI»; HAYaT YeTBEPTbIN Kypc aHTMGaKTepPUanbHOM Tepanuu
(uedonepasoH + cynbbaktam no 50 mr/Kr/cyT yepes 12 u).

B TeyeHne 13 cyt HaxoxaeHus B OPUTH HeoaHoKpat-
HO MpeanpPUHUMANUChb NOMbITKM 3KCTy6aLMK ¢ agantauumen
K camMOCTOATEeNbHOMY AblXaHWio Ha POHE HU3KMX MapameT-
pPOB MEXaHWYeCKOW BEHTUASLMM W ABWUraTeibHOW aKTWB-
HOCTM pebeHKa. llocne CHATUS C BEHTUAALMM B TeyeHue
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HECKONIbKMX YacoB OTMeYanu HapacTaHWe Konnyectsa v ry-
OGUWHbl 3MM3040B anHo3, COMPOBOXKAAOLWMXCSA AecaTypaLmen
no 80%, 4TO BbIHY)KAano BO306HOBWUTL MBJI. BbinonHeH
NOBTOPHbIN HeOHaTaNlbHbI CKPUHWUHI METOAOM TaHAeM-
HOM MaccC-CMEeKTPOMETPUN — OTKIIOHEHUW He BbISIBIEHO.
C uenblo WCKIOYEHUST BPOXKAEHHbIX MOPOKOB pPa3BUTUSA
LleHTpanbHON HEPBHOW CUCTEMbI M OPraHOB AblXaHWS BbINOJI-
HeHa MarHuTHO-pe3oHaHcHasa Tomorpadua (MPT) ronosBHoOro
MO3ra M BEPXHWX AblXaTeNbHbIX MYTEN — OTKJIOHEHUN TaKKe
He BbISIBNEHO.

Ha 42-e CyT XW3HM, y4uTbiBas NOMHbIN 06bEM MpoBe-
[EHHbIX Nle4e6HO-MarHoCTMYECKMX MEPOMPUATUIA M coXpa-
HSOLLYOCS NOTpebHOCTb pebeHKka B npoaseHHon MBI, ocy-
WeCTBMIEH NepeBOA M3 NepuHaTanbHOro LEeHTpa B AeTCKoe
peaHnMaLMOHHOE OTAeNEHME FTOPOLCKON 4ETCKON 60NbHULbI.

Ha 43-u cyT KU3HM NonyyYeH pe3ynbraT reHeTU4eCcKoro
nccnefoBaHMs — BbIIBAEHO YBEMYEHUE 4Yucna Konuw
GCN-nosTopoB B reHe PHOX2B (reHotun PHOX2B 20/25),
XapaKTepHoe Ans MauMeHTOB C CMHAPOMOM BPOMXAEHHOM
LleHTpaNbHON TMNOBEHTUNALMK.

Ha 100-e cyT XM13HU pebeHOK NPOAO0IKAET HaXoAUTbCS
B OTAENIEHUM peaHUMaLMK OETCKOW FOpOACKON GOMbHULbI.
BbIMONHEHO elle HECKOMbKO MOMbITOK 3KCTybaumm — 6e3-
pesynbTaTHO (COXPaHSTCS YacTble 3NU30/4bl anHO3 Ha GOHe
HEMHBA3MBHOW pecnupaTopHOM NoaaeprKKku). PebeHoK roto-
BUTCA K NPOBEAEHMUIO MIaHOBOW TPaxeoCTOMUWU C LEeNbio
npoaomxKeHns npoaneHHon UBJI.

MporxHo3

Mcxoas n3 MMPOBOro KIMHWMYECKOrO OMbiTa Tepanuu
CBLJI, MOXXHO MpeanonoxuTb, 4YTO NauMeHT noTpebyeT no-
YM3HEHHON pecnupaTopHOM MNoAAepXKu. Pa3sutne meau-
LUMHbI, B TOM 4uCfie anbTepHaTUBHbLIX METOA0B MOAAEPHKM
CaMOCTOATENIbHOIO AblXaHWs, NO3BONSET MOBbLICUTb Kauye-
CTBO W MNPOAO/KUTENbHOCTb XM3HWM NaumeHToB ¢ CBLUI.

OaHako Manbii BO3pacT pebeHKa Ha [AaHHbIM MOMEHT
Cy)KaeT CMeKTP BO3MOXHbIX cnoco6oB Tepanun. B nepuoa
HaXoX4eHWs MNauueHTa B peaHUMauun LEeTCKOW ropog-
CKOM 60NbHWLbI MPOBeAeHa KOHCyNbTaLms Co cneLuanuc-
TaMKn (KOHCWIMYM Bpayen B COCTaBe reHeTuKa, neguart-
pa 1 peaHumaronora) u3 HauMoHanbHOro MeAMLIMHCKOro
nccnefoBaTenbCcKoro LeHTpa um. B.A. AnmasoBa (r. CaHKT-
MNeTepbypr). PekoMmeHAoOBaHa yCTaHOBKA 3N1E€KTPOCTUMYNIS-
TOpoB AnadparmalbHbiX HEPBOB MPW JOCTUXKEHWUW PeBEH-
KOM A0CTaTO4YHOW ABWUraTtesibHOW aKTMBHOCTM W BO3pacTa
cTapwe AByx net. [IporHo3 Aaa 340poBbs B 3HAUYUTENbHON
CTEeNEeHW 3aBWCUT OT HaNIMiMs 4acTO COMPOBOMKAAMLLMX
CBUI naTtonorum — 6one3Hn [MpwnpyHra, HapyweHun
MOTOPUKM KEeNyLoYHO-KULWEYHOro TpaKTa, onyxonen Heps-
HOW CUCTEMbI, CEpAEYHbIX apUTMWUIA, 3aAEPKKM Pa3BUTUSA
HepBHOM cucTembl [21]. Ha MOMEHT HanucaHus cTaTbu
(100-e CYT KWM3HM) AaHHbIX O HaNU4YUK COMYTCTBYHOLLMX
COCTOSIHUM y NaLMeHTa He Noy4eHo.

BpeMeHHas WwWKana

XpOHOMOrMs pasBuUTUA GOJNIE3HM, KIOYEBble COObLITUA
M NPOrHo3 3abosieBaHWd ANA NauueHTa npeacraB/ieHbl
Ha pUCYHKe.

OBCYXAEHME

Penkocte CBUI (1 cnydyan Ha 150-200 TbIC. KMBO-
poxaeHHbIx aeten [3, 22]) W, Kak cneacrtBue, OTCYTCTBUE
KNMHUYECKON HaCTOPOXEHHOCTM 3ayacTylo 3aTpyaHsaoT
W 3aTArMBalOT YCTAHOBIEHWE BEPHOro AnMarHosa. B Halem
cnyvyae noHamobuacs Mo4YTM Mecsl, npexae 4em Gbiiu
UCKIOYEHbI BCe 60Jfiee 04EeBUAHbLIE U PACMPOCTPaAHEHHbIE
NPWUYUHBI AbIXaTeNbHOM HELOCTAaTOYHOCTM Y HOBOPOMAEH-
HOrO W NMpoBe[leHa KOHCYNbTaLMs reHetTuka. Kak npumep,
B OMWCaHHbIX B MWPOBOW NUTEPATYPE KIIMHUYECKUX Cy-
Yyaax HawuMm Konneram M3 TaWnaHga Ans yCTaHOBKM Bep-

PUCYHOK. XpOHONOrns pa3sutna 601e3HU, KNtoyeBble COObITUA U NPOrHO3

Figure. Disease course, key events, and prognosis

HaxoxaeHune B OMH. CumnToMbI

COXpaHATCA, NPOBOANTCA

MepBble KOMIIEKCHOE 06CNefoBaHue,
CUMMTOMBI MCKITIOYAIOTCA BO3MOMHbIE
3a601eBaHus MPUYUHBI KITMHUYECKUX MPOABIEHN

YXyALWeHne COCTOSAHUS,
nepeBoj B peaHMmaLmio
HOBOPOXAEHHBIX,
Havano MBJ

Mony4yeH NoNoXMUTENbHbLIN
peaynbTtaT Ha CBL.
PebeHoK nepeBeaeH

B AETCKYyt0 60nbHuLY Ha UBJI

2 4 nocne
poOXAEHUS

5-e cyT 5-28-e cyT 29-e cyT 30-e cyT 31-42-ecyt 43-un cyT
KUBHU KUBHU YKU3HU KU3HU KUBHU KUBHU

44-e cyT —
HacToAWMI
MOMEHT

MonyyeH BbICEB U3 KPOBM,
Ha4vaTo nevyeHune cencuca
HOBOPOXAEHHOIo

avarHos CBUJI, HavaTo

BoicTaBneH npegsapuTeNbHbIi

nabopatopHoe o6cnefoBaHne

Pe6eHOK B peaHuMaLmMm
[eTCKON 601bHULbI
Ha UBJ1, rotoButcA

MNMepuopg HaxoxaeHns B OPUTH.
MpogomkatloTcs KOMMIEKCHoe
o6cnefoBaHue 1 NONbITKU

OT/IY4€HUS OT PecnmnpaTopHoOM
NOAAEPKKN

K NOCTaHOBKe
TPaxeoCTOMbl

lMpumeyvarmne. OMNH — oTaeneHne naTonornn HOBOPOXAeHHbIX; MBJT — ucKyccTBeHHas BeHTunauma nerkux; CBLIM — cuHapom BpoxaeHHOwM
LleHTpanbHon runoseHtTUnauuun; OPUTH — otaeneHve peaHMMauumn U UIHTEHCUBHOM Tepanuu HOBOPOXAEHHbIX.

UcTouHuk: Agbinos T.C., WecTak E.B., 2023.

Note. NPU (OMH) — neonatal pathology unit; MV (MBJ1) — mechanical ventilation; CCHS (CBLLI) — congenital central hypoventilation

syndrome; NICU (OPUTH) — neonatal intensive care unit.
Source: Adylov T.S., Shestak E.V., 2023.



HOW MPWYUHBI AblXaTeNbHOW HEeAoCTaTO4YHOCTM Yy pebeHKa
¢ CBUI notpe6oBanock 6onee 50 cyT [23], npy NpoBeAeHUK
PETPOCNEKTUBHOIO UCCNEA0BAHMUS MO BbISBAEHHBIM Cryya-
am CBLII B McnaHWK CpoK MOCTAaHOBKM AMarHo3a B ciny4anx
pasBuUTUS B MNepuofe HOBOPOXKAEHHOCTU 6bln HE MeHee
19 cyT XKM3HU [24]. CTOUT TaKKe OTMETUTb JIOTUCTUYECKNE
C/TOXKHOCTM NabopaTopHOro (reHeTMYEeCKOro) MccneaoBaHus
1 GMHAHCOBYIO CTOPOHY Bomnpoca. [laHHoe o6¢cnefoBaHUe He
nokpbiBaetcs nonncom OMC, 1 B HaleMm cnydae poautensim
NPULLIOCL CaMOCTOATENIbHO OMAaTUTb aHann3 U ero TpaHc-

nopTnpoBKy (B cymme okono 30 Tbic. py6.) B LileHTp moneky-
NAPHOM reHeTuku (r. MockBa). 3TO TaKKe YBeNn4mMno CPoKu
YCTaHOBNEHWUS BEPHOMO AMarHosa.

Mbl npoBenu aHanuad pPyCCKOSA3bIYHbIX MNy6AnKaLun
C OonucaHWeMm KIMHMYecKux cnydaeB CBLIT y HOBopoXaeH-
HbIX M AeTel rpyaHoro Bo3pacrta, YTobbl OLLEHUTb, C KaKKX
CUMMTOMOB MaHndecTupyeT 3abosieBaHMe 1 CKONIbKO Tpeby-
eTCcsl BPEMEHM Bpayy-HeoHaToory unu neagmatpy B Poccun,
4T06bl 3anofo3puTb M BepuduuMpoBaTb AnarHos CBLIM
(cm. Tabnuuy). XoTs He BO BCeX UCTOYHMKax Oblna npeacraB-

Ta6nuua. OCHOBHblE CUMNTOMbI U AUHAMUKA UX NOSBNEHNSA Y ileTeW C CUHAPOMOM BPOXKAEHHOM LEHTPaNbHON MMNOBEHTUASLMM (MO AaHHbIM
PYCCKOA3bIYHbIX NyGAMKaLni)

Table. Major symptoms and their dynamics in children with congenital central hypoventilation syndrome (according to Russian-language
publications)

C1-x Pe6eHok poauncs
no 10-e cyt HEeJOHOLWEHHbIM,
C poxaeHus OnucaHsl
[eBoyKa B. 2-e cyT HU3HH, Co 2-x cyT 41O B Bo3pacte
[0 4-x cyT €O 2-X cyT
[25] HU3HU [anee B CBA3n HU3HU [IONOJIHUTENBHO 1,5 mec
. KU3HK KU3HU
C runepKanHuen 3aTpyaHUNI0
€ 18-X CyT KM13HK [IMarHOCTUKY
[eHeTuYecKoe
[varHos
B teyeHne nccnegosaHne
. BbICTaBEH
[eBoyka A. 6-"y C1-xcyr 3 nepBbIx B Bo3pacTe 7 Mec
H/o H/n ~ KIMHWUYECKH
[26] HU3HU KU3HU mMecsaueB 20 cyT, UBMEHEHUM B BO3DACTE
U3HU B reHe PHOX2B P
3 mec
He BbISIBNEHO
BTtopoi pe6eHok [narHos
. MonbITKK B cemMbe ¢ CBL, BblCTaB/eH
[eBoyka C. 4-y C4y VL"
H/n H/n 3KCTyGaumm N3MEHEHUN KIMHUYECKN
[26] HKUBHU HUBHU
He onucaHbl B reHe PHOX2B B BO3pacTe
He BbIiIBNEHO 1 mec
Mo nnHuKM oTua
C4-x [1Ba cnyyas
OnucaHsbl 10 8-€ CyT XKU3HH, Bnepsble cMepTH
Manbunk A. T M P 7-8 mec P 8-9 mec
¢ 6-ro mec H/no npuv NOBTOPHOM Ha 6-M mec B M/laieH4YeCKOM
[17] HU3HU HU3HU
KU3HK rocnuTanuaaumm — HKU3HU BO3pacrTe,
¢ 6 MeC X13HU npuynHa
HensBecTHa
BnepBble K KoHuy
Manbumk P. 0,-3aBMCUMOCTb 3 mec
C poxaeHus C 2 mec 4 cyt Ha 3-M mec 3-ro mec He BblgeneHsbl
[18] C pOXaeHus HU3HU
HKU3HU KU3HK
OnwucaHo
MpucytcTBOBaNU MNepBble HECHONBKO
Manbumk E. 1-ecyt C1l-xcyr C30u 3M130408B 2-i mec
B NnepBble 2 mec
[27] HKU3BHU HKU3HU HUBHU BEHTUNATOP- KU3HU
2 MEC }M13HU YKU3HK .
accounmMpoBaHHOM
NMHEBMOHWK
MocTosiHHas NBJ1
MonbITKK
Aesoura A. H/no C poxpaexus €0 2:70 4 #N3HM H/n 3KCTyGaLUnmn He BblgeneHsbl 7.5 mec
28] 10 10-11 mec R HM3HM
He onucaHbl
KU3HK
Manbuumk XK. . o
10-"y C1-xcyr Ha 30-e cyt C 30-x ¢yt 2-i mec
(Haww C poxaenus He BblgeneHsbl
. KU3HU KU3HU KU3HU KU3HU KNU3HU
cnyyan)

lMpumeyvaHme. H/Q — HeT AaHHbIX. Pa60oTbl 6bI1K 0TOGPaHbl MPYU HanM4yMM cBOOGOLHOIO JOCTYNa K NOSIHOMY TEKCTY CTaTbM U HanMyum 0603Ha-
YEeHHbIX BPEMEHHbIX paMOK 60/bLUIEN YacTh COObITUN, TPeByeMbIX 415 CpaBHEHMS. PacnonoxeHbl B nopsake aatbl nyé6nvkauuu cnyyvas. UB/1 —
MCKyCCTBEHHas BeHTunaums nerknx; KOC — KMCNOTHO-0CHOBHOE cocTosiHue; CBUIN — cMHAPOM BPOXAEHHON LEHTPasbHOW TMANOBEHTUASALNN.

Note. N/a (H/n) — not available. Publications were selected in the presence of free access to the full text of the article and the presence of
indicated time frames for the key events required for comparison. Sorted by case publication date. MV (MBJ1) — mechanical ventilation;
ABB (KOC) — acid-base balance; CCHS (CBLI") — congenital central hypoventilation syndrome.
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leHa HeobxoamMmas MHopMaLUs, TEM HE MEHee, MOXKHO
yTBEPXKAATb, YTO CUHAPOM 4acTo MaHMbECTUPYET B NepBble
Yyacbl XW3HW pebeHKa MOBTOPHbIMM 3NM304aMKu anHoa3.
B 60nbWKHCTBE Cny4yaeB onucaHbl HEOLHOKPaTHble 6e3yc-
nelwHble MNOMbITKM 3KCTybauun pebeHKa (B ABYX clyya-
SX AaHHbIX O MOMbITKax 3KcTybauuu HeT coBceM). Bcem
feTam B xoae 6one3Hn notpebosanacb uHBasusHaa UBJI.
OT MaHubecTaummn cuHapoMa A0 BepudMKauun auarHosa
npowno ot 1,5 40 7 MeC XU3HM (3a UCKIIIDYEeHMEM cryyas
NOBTOPHOTO BbiiBneHua CBLIN B ogHoM cembe [26]).

BaKHO OTMETUTb, YTO HEBEPHbLIN AMArHO3 U, Kak cnea-
CTBME, MOCTOSIHHbIE MOMbLITKM ajganTaunn pebeHKa K camo-
CTOSITENIbHOMY AbIXaHWIO, HEM3B6EKHO CONPOBOXKAAOLWMNECS
3anNn3o4aMu runepKanHum U rMnoKCUKU, MOryT OKaldaTb Hera-
TUBHOE BAMUSHME Ha pas3BuTHME U GOPMUPOBAHWE LEHT-
panbHOM HEPBHOW CUCTEMbI HOBOPOXAEHHOrO. M3BECTHO,
HanpuMmep, 4Y4To LUMK/Ibl TMNOKCMU/PEOKCUIeHaLMN NPUBO-
OST K YBEIMYEHUIO KOMMYECTBA aKTUBHbIX MOJIEKYT KUCIO-
poAa, CNocOBHbIX NOBPEXKAATb KIETOYHbIE NMNKUAbLI, 6ENKK,
OHK, vHayumpoBaTb anonTto3 Knetok [29]. UmeHHOo cnea-
CTBMEM 3TOr0 MOryT GbiTb BbICOKas 4actoTa HapylleHWi
B pa3BWUTMKW M NOBedeHuM cpeaun naumeHToB ¢ CBUI [21],
npo6semMbl C KOHLEHTpauuen BHUMaHUA U 0BOyveHuem
[30, 31], HapyweHus uepebpanbHon nepdy3vn Bo BpeMms
CHa vnu 60APCTBOBaHMSA, a TaKKe BO BpemMs ocyliecTBie-
HUS YMCTBEHHOW fAedATtenbHOCTU [32]. Mpu 3TOM THAXKECTb
HEWPOKOrHUTUBHbIX HApyLWeEHWUM 3aBUCUT OT TSAXKECTH Teye-
HUS 3a6oneBaHMa U KonM4yecTBa NonvanaHMHOBLIX AyN/u-
Kauui B reHe PHOX2B [32].

HecmoTps Ha KONMYecTBO BpeMeHM, noTpeboBaBLIeecs
B Hallem cfiyy4yae Afs yCTaHOBNEHWS BEPHOro AuarHosa,
C/IOXKHO Ha3BaTb Bpa4yebHYI0 TaKTUKy HeBepHon. CBUIN —
peaKkoe 3aboneBaHue (K 2019 r. B MMpoBOM nutepaTtype
onuncaHo 4ytb 6onee 1000 cny4daes [33]). XoTq, yumTbiBas
OTCYTCTBUE KIIMHUYECKOW HACTOPOXKEHHOCTU Bpaven, MOXK-
HO MPeanofioXKWTb, YTO HEKOTOpble ciy4yau BHe3anHowm
MIaAEeHYECKON CMEePTU TaKKe MOryT 6GbiTb Bbl3BaHbl HEAM-
arHoctupoBaHHbiM CBUIM [33]. bonee 4acTbiMU NpuUYnHa-
MU LEHTPanbHOM TMNOBEHTUASLUN ABASIOTCSA CTPYKTYPHbIE
nopaeHus Mo3ra, cepaeyHble, pecnupaTtopHble, HEPBHO-
MbllleYHble, MeTaboNNYECKME HapYLIEHUS WK XPOMOCO-
Monatuu [34, 35]. MoaTomMy Npu NpU3HaKax LeHTpanbHOM
TMNOBEHTUASALMW Y HOBOPOXAEHHbLIX B MEPBYIO 0o4epeab
cnefyeT WCKNOYUTb CErNCUC, MEHUHIUT, MeTabonnyeckue
HapyweHus (Hanpumep, AedeKTbl MUTOXOHAPWUW, TUMOTU-
peo3), po4OBYID TPaBMy, CTPYKTYPHbleé aHOManuu cTBofa
MO3ra, BPOX[EHHble MMOMATUW, CEepPAEeYHO-COCYAUCTbIE
3a60/1eBaHUsl, BHYTPMMO3rOBble KPOBOM3MUAHUSA U aHO-
Manuu ObixaTeNbHbIX nyten [36]. B Hawem cnyvyae 6bin
npoBeAeH KOMMIEKC AMArHOCTUYECKUX MEPONpUATUIA Ans
UCKIIIOYEHUS MepPedYUCIEHHbIX NaToNormMm: nabopaTtopHble
ncenefoBaHua MapkepoB BocnaneHus, MUP ana obHapy-
YEHUS BUPYCHbIX U BHYTPUKIETOUYHbIX MHDEKLMI, PEHTre-
Horpadus opraHoB rpygHON KAETKM M GPIOWHOM NOSIOCTH,
K/IMHUYECKME aHann3bl U MUKPOOMONOTMYECKNE MOCEBDI
NIMKBOpa, HenpocoHorpadus u MPT mo3ra, axoKapauo-
rpadums. N ToNbKO Nocne UCKIKYEHUS YKa3aHHbIX MPUYKH
M NONYyYEHUS Pe3yNbTaTOB FEHETUYECKOro MCCefoBaHus
onarHo3 CBUI 6bin npyv3HaH 060CHOBaHHbIM. TeM He
MeHee, cneayet MOMHUTb, YTO CMMMNTOMamu BbICOKOIO
pucka Hanuuua CBUI asnatoTcsa [33]:
® |leHTpanbHas TUMNOBEHTUNALUMS, cnabble AblxaTeNbHble

ycunus, anHoa u fecatypauus;

® yacTble NOBTOPSOLLMECH 3NM304bl 6E€3YCNEeLWHOro oTay-
yeHus pebeHKa OT pPecnupaTopHOW MOAAEPIKKM WU
3KCTy6aLuu;

® HernepeHOCUMOCTb KOPM/EHUS, AMCMOTOPUKa NULLEBOAQ,
3anopbl;

® HENpPOXOAUMOCTb MW MepepacTsKEHWe NeTenb Kulley-

HWKa, 3alepXKKa OTXOXKAEHUSA MEKOHHS;
® porpeccrMpoBaHne pecnmpaTopHbIX HapyLWeHU BO Bpe-

MS CHa (OCOGEHHO B CTaiMM MEAIEHHOIO CHa);
® npeHaTanbHble aHOManuu (CHUXeHWe BapuabenbHOCTU

cepaeyvyHoro pyutMa 1 ABUXKEHUM nnoaa).

Tepanua CBUI cumntomaTtnyeckasa. lMauneHtam noka-
3aHa MOXM3HEeHHas pecnupaTtopHas noaaepkka, 06bl4HO
¢ nomouibto MBJ1, B HEKOTOPbLIX cny4asax (MPU HEBbIPaXKeH-
HbIX CUMNTOMax) — C NPUMEHEHUEM HEMHBA3UBHbIX METO-
OB pecnupatopHon Tepanuu. [pu 3TOM MexaHuyeckas
BeHTUNALMA obecnedynBaeT 6osee afeKBaTHYIO OKcure-
Hauuio 1 nojaepxaHne HopmanbHoro yposHa pCO, [21].
Cpean BO3MOMXHbIX anbTEPHATUMBHbIX CTpPaTErnMin MOMXKHO
pPacCcMOTPETb BEHTWISLMIO MOA MOJIOKUTENbHLIM AaBie-
Huem (Positive Pressure Ventilation; PPV) yepes Tpaxeo-
CTOMY, HEMHBA3MUBHYIO BEHTUNALMIO NMOA MOSOXKUTENbHbLIM
nasnennem (Non-Invasive PPV; nIPPV), BeHTungumioo nog
oTpuLaTeNbHbIM AaBNEHUMEM W CTUMYNSLMIO CaMOCTOSN-
TEeNbHOrO AblXxaHWs MOCPEACTBOM [ABWMMKEHWUS Anadparmbl
C MOMOLLbIO 9NEKTPOCTUMYNALMKN AMadparmManbHOro HepBa.
XOoTd Kaxpas U3 anbTepHaTMBHbIX METOAMK UMEET CBOWU
orpaHuyerus [10, 15].

HenHBa3MBHas BEHTUAALMA C MONOXKMUTENbHBIM AaBie-
HMEM 4epe3 TPaxeoCToOMYy MOMXET OblTb NpeanoYTUTENbHA
y HOBOPOXAEHHbIX W aeTen [10], NOCKONbKY OHa co3paeT
ycnoBus ans 6onee KOMGOPTHOro HEMPOKOTHUTUBHOIO pas-
BUTKSA. C Apyrov CTOPOHbI, HEMHBA3UBHbIE METO/Ibl CHUTAIOT-
Csl MEHee ONTMManbHbIMK B NaaHe o6ecnevyeHunss pecnupa-
TOpPHOro romeoctasa [21]. TeM He MeHee, ONMUCaHbl ciny4au,
KOraa NauMeHTbl HaXOAWIUCh Ha NOAOGHbLIX MeToax [Abixa-
TeNbHOM NOAAEPKKMN ¢ MnageHyecTBa [21, 36, 37].

Mpu anekTpocTUMynauMn AnadparmManbHOro Hepsa
3NEeKTPOAbl, UMMNNAHTUPOBaHHblE BGAN3WM HepBa W NOA-
KNIOYEHHbIE K BHYTPEHHEMY MNpUEeMHUKY, obecneynBatoT
COGCTBEHHOE COKpalleHne avabdparMbl U UHULUUPYIOT
BAOX. ATO ob6ecrneymMBaeT MeHbLIyld 3aBUCMMOCTb NaLu-
€HTa OT annapaToB BEHTWUAALMKU, MOBbIWAA ero Mobuib-
HOoCTb [21]. OAHAKO OTCYTCTBME CUHXPOHHOCTU MeXay
COKpaLlleHNeM anadparmbl ¥ Mbillil, BEPXHUX AbIXaTeNbHbIX
nyTen noBblWaeT PUCK Pa3BUTUA OOBCTPYKTMBHOIO amnHo3
BO Bpems cHa [21].

OfHUM M3 NepcneKTUBHbIX CNOCOGOB Tepanuun aBaseTcs
TEXHOMIOMMSA HEMPOPErYIMPYEMOM BCNOMOraTelbHON BEHTH-
naumm nerkux (Neurally Adjusted Ventilatory Assist; NAVA).
B atom cnyyae wcnonb3yloTrcs anadparmMalnbHble 3NneK-
TpoAbl, pacrnonaraemble B MNULLEBOAE AN MOHWTOPUHra
3N1EKTPOMMMYNIbCOB, BO3HMKAWOLWMX B MPOLIECCE [AblXaHuUS,
KOTOpblEe OCYLLEeCTBAAIOT OMNTUMANbHYIO CUHXPOHM3ALMIO
nauueHta c annapaTom, o6ecrnevyunsBalolwMM pecnupaTop-
Hyto noaaep»ky [14, 38].

Cpean nepcneKkTMBHbIX TepaneBTUYECKMX CTpaTerui
MOXHO OTMETUTb NMPUMEHEeHWe Kap6amasenuHa, Beayliee
K CHW}EHMI0 4acTOTbl 3MM3040B anHo3, BEPOSTHO, Yepes
6510Kagy HopadpeHanuHOBbIX peuenTopoB [39], a TaKxke
nesorectpena (recrareHcogepxalum npenapar), KOTOpbin
MOXET CHUXKaTb aKcnpeccuto PHOX2B 4yepesd saepHbin
peuenTop nporectepoHa [40, 41].



3AK/TIOMEHUE

OTcyTCTBME HACTOPOXEHHOCTU Bpayver W CHOMHOCTb
[AVMarHoCTUKM (B MepByl ovepedb MO NpUHMHE 6O0NbLIOro
KonunyecTBa 60/1€3HEN, MPOTEKAOLWMX C MPU3HAKAMMU LIEHT-
panbHOW TUMOBEHTUNSALMKU) MPUBOAAT K MO3QHEMY BbISiB-
nenuto CBLI. BmecTe ¢ 3TUM COXPaHSAOTCS JIOFMCTUYECKHNE
1M GUHAHCOBbIE CNOXHOCTU, OrpaHMyYnBatoLMe CBOEBPEMEH-
HO€e NpoBeeHne reHeTUYecKoro obcneoBaH1sa NaLneHToB
¢ noago3peHunem Ha CBLI. B Hawem cnydyae reHeTnyeckoe
uccenegoBaHue 6b110 NPOBEAEHO 3a CHET AEHEXKHbIX CPEACTB
poautenen. MNpu 3TOM cBOEBpeMeEHHasa anarHoctuka CBLIM
HeobxoanMa AN CHUXEHWS NarybHOro BAWAHUSA TMIOKCHUK
W rMnepkanHuMmM Ha pas3BuTue pebeHka M ucxodbl 6ones-
HW. MHHOBaAUMOHHbIE METOAbl PEecnMpaToOpHOM MNOoAAEPK-
KW M MEOWKaMEHTO3HOW KOPPEKLMM MO3BONAT CHU3UTb
3aBUCMMOCTb NaumeHTtoB ¢ CBUI ot noctosiHHoM UBJT nnu
nonyyatb 6onee KOMOOPTHYIO AblXaTeNbHYD Tepanuio, H4To
HEN36EXHO NPUBEAET K MOBLILLIEHNIO KAYeCTBa UX USHMU.

UWHOOPMUPOBAHHOE COIJIACUE

OT 3aKOHHOrO NpeAcTaBuUTENs pebeHKa Noay4eHo Hbop-
MWpPOBaHHOE [06POBOJILHOE COrNacue Ha MCMosib30oBaHWe
KIMHUYECKUX AaHHbIX NaLWEHTa B Hay4HbIX LIeNnsx.
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O6ocHOBaHMe. AHOMaJlbHOe MaTo4yHOe KpoBoTevyeHne nybeptatHoro rnepuoga (AMK T1I1) aBaseTcs o4HOM M3 aKTyaslbHbIX
npo6siem MeanUMHbI Ha CErofHSLWHMIA J€Hb U 3aHUMAaEeT 2-e MECTO CPEeAM MPHUYMH rocnuTam3aumm B MHEKOI0MM4YecKue
cTayMoHapbl, a YactoTa ero pacrnpoCcTpaHeHHOCTU Cpean AeBOYEK nybepTtaTHOro nepuoga cocrasnsetr 50%. OnucaHue
KIMHUYecKoro cay4vas. [lpefctaBieH KIAMHUYECKUIM Cyd4al MOCTYNMBLUEN B OTAE/IEHME TMHEeKOJIormn AeBoYku 15 net
C )Kasobamu Ha JIMTE/IbHbIE KPOBSIHUCTbIE Bbi€/IEHMS N3 11010BbIX MyTeH, c1Iab0CTb, rOJI0BOKPYKEHME. B pesynbTaTte npo-
Be/]EHHbIX 1a60pPaToOPHbIX M MHCTPYMEHTA/IbHbIX MCCEA0BaHMi Bbis1 MOCTaB/IEH AUArHO3 «aHOMaJlbHOe MaTOYHOE KpoBOTe-
YeHue nybepTaTHOro rnepuoga», OC/I0XKHEHNEM KOTOPOro aiBUach xenelogepuumtHas aHemusa (MKIA). MaymeHTke npoBesn
nepennBaHne 3pUTPOLMTaPHON B3BECH C YAE/bHbIM IEMKOTPOMBOLMTHBIM C/IOEM, & TaKKe Bbl/IM Ha3Ha4YeHbl rOPMOHa IbHas
remoctatMyeckas u aHThaHeMuyecKas Teparnus. 3akayeHme. Ha ocHoBaHMM JaHHOIro HabJIlAeHUs] U U3YYEHHOM nTepa-
TYPbI Mbl MOXEM cAe/iaTb BbIBOA HE TOJIbKO 0 TOM, YTO K/JA — 3T0 04HO U3 caMbIX pacrpocTpaHeHHbIx ocaoxHeHnn AMK [/,
HO M O TOM, KaKyto 1€4€6HYI0 TaKTUKY CIEAYET NMPUMEHSTb B MOAO0BHbIX KIIMHUYECKMX Cly4asiX.
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BBEAEHUE

AHOManbHOE MaTo4yHOEe KpoBOTeYeHWe nybepTaTHOro
nepuoaa (AMK M) aBnsieTcs 0A4HOW M3 aKTyasibHbIX NPO6-
IeM MeaMLMHbI Ha cerogHawHun aeHb. AMK npeacrasns-
€T co60M KpOoBOTEYEHUE, Ype3MEpPHoe MO AIUTENIbHOCTU
(6onee 8 gHewn), o6beMy KpoBonoTepu (6onee 80 mMn) u/mnm
yacTtoTe (MeHee 24 aHen) [1, 2]. CornacHo CTaTUCTUYECKUM
faHHbIM, AMK 3aHMMaeT 2-e MecTo cpeau MpPUYMH rocnu-
TanuM3aumm B TMHEKONOrMYECKME CTalMOHapbl, a YacTtoTa
€ero pacnpocTpaHEeHHOCTU cpeau AeBOYeK nybepTaTHOro
nepuoaa coctaBnsiet 50% [1]. Bo3pacTHas YacToTa Aebtota
AMK MM, KaK npaBwuio, ot 12 ao 14 ner.

B paHee ony61MKOBaHHOM Hamu paboTe U310XKEHO, YTO
MexayHapogHon deaepauunen akywepoB U TMHEKOOroB
(International Federation of Gynecology and Obstetrics;
FIGO) 6bina npusHaHa KnaccudbuKalms, B KOTOPON Bblae-
natT octpble AMK — TpebyouiMe HeMeaneHHoro BmMella-
TeNnbCTBa 415 NpeaoTBpaLleHMs MaCCUBHOM KPOBOMOTEPH,
N XPOHWYECKME — KPOBOTEYEHUS, Ype3MepHble MO Mpo-
LONMKUTENbHOCTH, 06BEMY U/WMAKN YacToTe, NOBTOPSIOLLMECS
6onee 3 mec [3-5]. B 3aBUCMMOCTH OT ypOBHSA 3cTpaanona

B NNa3Me KPOBW pasnuyaloT HecKonbkux Bngos AMK [I:
rMnoacTporeHHble — 52%, HOPMO3CTPOreHHble — 12,6%,
runepactporeHHble — 35,4%. CornacHo FIGO, ncnonb3y-
eTcs kKnaccudpukauma AMK, B OCHOBE KOTOPOM NEXMUT 3TUO-
NIOTMYECKUM NpuHLMN. Becero BbigensaioT 4eBATb KaTeropuu,
M3 HuX Yetblpe (rpynna PALM) oTpaaloT CTPYKTypHble
n3MeHeHus, apyrve detbipe (rpynna COEIN) — Heopra-
HUYECKMe MPUYUHBI KPOBOTEYEHUS (elle OAHa KaTeropwus
B 3TOW e rpynne COOTBETCTBYET HeKnaccudULMpoBaHHbIM
HapyLeHusam) [6].

MpuynHamn AMK MoryT 6bITb pasnuyHble HapyLeHUs
n 3abonesaHusa [7, 8]. Hanbonee pacnpocTpaHeHHbIMU
M3 HUX ABNSIOTCA FOPMOHaNbHbIM AMcOGanaHc, runokoary-
fonatuun, nocnefcTsus 3aboneBaHWi, OCOOGEHHO MNeyeHu
M NOYEK, BOCNanuTebHbIX NPoLLEeccoB renutanui [9, 10].

Y710 KacaeTcs AMArHOCTUKM, MEXAyHapoAHbIA KOHCEH-
CyC 3KCnepToB paboyewn rpynnbl MO MEHCTPYaibHbIM Hapy-
weHusam FIGO yTBepkaaeT, 4to B 06¢cneoBaHne nauMeHToK
¢ AMK Heob6xoaMMo BKIo4aTb du3nKanbHoe obcnenoBa-
HWe W JONONTHUTENbHbIE METOAbl, @ UMEHHO: NabopaTopHYIO
[MarHoCTUKy, MO3BOSIOWLYI0 MPOBECTU MOACYET KIETOK
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KpOBM, onpeaeneHne KoarynsaumoHHOMW crnoco6HOCTH, YPOB-
H PeppuTUHA, XOPUOHMYECKOro roHagoTpOMuHa, ropMmo-
HanbHble TECTbI U BbiSIBNIEHWE SHAOKPUHOMATUI; BU3yanusa-
LMo No nokasaHuam [3].

CornacHo K/IMHUMYECKUM pEKOMEeHaUMaMK, MeanKaMeH-
To3Hoe nevyeHne AMK — Hanbonee addpeKkTMBHbIN MeToA [11].
MepBbIM 3Tanom ABASETCH OCTAHOBKa KPOBOTEYEHMS, BTO-
PbIM — FOPMOHaNbHas reMocTaTMyeckas U aHTMaHeMUYecKas
Tepanusa [12-14]. B KayectBe aHTMAaHEMMYECKOW Tepanuu
NPUMEHSIOT Npenapathbl Xenesa, a B KayectBe remocraty-
YeCKOW 06bIYHO MCMNOMb3YIT KOMOUHUPOBAHHbLIE OpasibHble
KoHTpauenTtnsbl (KOK) nnu rectareHHble npenapatbl [11].

Haunbonee vactbiMn ocnoxHeHusmn AMK MM asnsaioTcs
}enesogeduumtHaa aHemus (HKIA), XpoHMYecKas aHOBYNS-
umns, 6ecnnoauve, Hanuyine rMNepnIacTUYECKMX NPOLECCOB
3HAOMETPUS, PUCK PA3BUTUS paKka IHAOMETPUS.

HKIOA — 3TO remaToniorMyeckmM CUMHAPOM, AN KOTOPOro
XapaKTepHO HapylleHWe cuHTe3a remornobuHa BcneacTeme
nedbuumnta wenesa. lNposasnsetca KA aHeMnen u cuaepo-
neHven. Kposonoteps Ha poHE MEHCTpyaLUn 1 KpoBonoTe-
psi U3-3a KEeNyLOoYHO-KMULIEYHbIX KPOBOTEYEHUI, KaK NpaBu-
110, ABNSKOTCA OCHOBHbIMW NpUiYnMHamu pa3sutua XKOA [15].

Mposenexnnsa XA 3aBUCAT OT cTeNeHU geduunTta xene-
3a, HeJoCTaToO4HOCTM remMornobuHa M CUMMNTOMOB, Bbl3BaH-
HbIX AePULUMTOM }enesocodeprKawmnx depmeHToB. OgHUM 13
CUHAPOMOB, Habnaatowmxes y nauneHToB ¢ IA, asnsetcs
aHemMunyecKknn cnHapom. OH 06YCnoBEH CHUXEHMUEM cofep-
YKaHUs remMornobuHa M KoNMyecTBa 3PUTPOLMTOB, Heno-
CTaTo4YHbIM ob6ecnevyeHnemMm TKaHen Kucnopoaom. bonbHble
anylTcsa Ha o6yt ¢nabocTb, YTOMASEMOCTb, CHUXKEHUE
paboTOCNOCOGHOCTH, FOJIOBOKPYKEHUE, LWYM B ylax, Meflb-
KaHuWe «MyLIeK» nepes rnasamu, yyalleHHoe cepauebueHme,
OblLWKY Npy GU3MYECKOM HarpysKe, nosiBieHne obMopoY-
HbIX COCTOSIHUIW. Bonee TOro, CHUXKaTCH YMCTBEHHas pabo-
TOCMNOCOBGHOCTb, NamATb, pa3BMBaAETCS COHAMBOCTb. [lpwu
06BHEKTUBHOM MUCCNeaoBaHUK oTMedaeTcss 61e4HOCTb KOXM
N BUAMMBIX CIU3UCTbIX 060504eK [16]. Elwe oaHnm cuHapo-
MOM SIBNSIETCS CUAEPOMNEHUYECKUIN, MPOSBASAIOWMNCA SIOM-
KOCTbIO HOITEMN, CYXOCTblO KOXW W CIU3UCTbIX 06O0JI0YEK,
aHrynspHolM ctomaTtutom [17, 18]. bonee TOro, Ans AaHHOro
CMHAPOMA XapaKTepHO W3BpalleHWe BKyca W OBOHAHUS,

}KeHne a3blka [19, 20]. B 3aBUMCMMOCTM OT YPOBHSA remMo-
rno6uHa cyaaT o TaxecTn XA 1 COOTBETCTBEHHO BbIAENSAIOT
TPU CTENEHW: Nerkas cTeneHb XapaKTepuayeTcs CHUKEHNEM
remorno6uHa go 110-90 r/n, cpegHsas — ot 89 go 70 r/n,
TAXenas — ot 69 r/n un Huxe [21].

Oedununt xenesa n XA WIMPOKO pacnpoCTpaHeHbl cpe-
O KEHUMH Ha MNPOTSXKEHUW BCEU UX XU3HU. HekoTopble
EHLMHbI 0COBEHHO YyA3BUMbI K KA, B TOM YMCNE KEHLIN-
Hbl C OOW/IbHBIMWU MEHCTPYanbHbIMKU KpPOBOTEYEHUAMMK [12].
B ocHoBe TakTuKM nedeHns AMK [, Kak ynomuHanocb
Bbllle, EXMUT NPUMEHEHNE FEMOCTATMYECKOM N aHTUaHEMMU-
yeckon Tepanuu [13, 22, 23]. [laHHble Noax0o4bl MO3BONSIOT
OCTaHOBUTb KPOBOTEYEHME U MPUBECTU B HOPMY YPOBEHbL
remorno6uHa B Kposu [14, 24, 25]. Takum ob6pasom, HKIA
ABNSeTCcs cepbe3HbiM ocnoxkHeHnem AMK [I, pucK pas-
BUTUS KOTOPOro Bpay 0653aTeflbHO JOIKEH Y4YUTbIBaTb NpPU
NOCTyM/EHNM AEBOYEK C KPOBOTEYEHUEM.

KNIUHUYECKHUIA NPUMEP

O naumeHTte

MaumeHTka K., 15 nert, npoxusatowas B r. PeytoBe Moc-
KOBCKOM o6nacTu, BCNeACTBME MNOXOr0 caMo4yBCTBMUS 06pa-
TMNacb K Bpadvy C anobamMu Ha KPOBSHUCTblE BblAeNeHus
B TEYEHWEe [J0Aroro BPEMEHW M3 MOMOBbIX NyTeM, cnabocCThb,
wym B ywax. Co cnoB nauueHTKW, annepruyeckux peaxuunin
M HacneacTBeHHbIX 3aboneBaHWi HeT. o peKomeHaauuu
rMHeKonora ambynaTtopHoro 3BeHa MpuHMMana TpaHeKkcamo-
BYIO KMCNOTY ¥ Oblfla HanpaB/eHa Ha caadvy oblero aHanMsa
KpoBu (OAK). Mo pesynbratam OAK Habnoganocb U3MEHeHUe
nokasatenen remornobuHa — 37 r/n (pedepeHcHble 3Have-
Hus: 117-153 r/n), BBUAY 4ero MallnmHOW CKOPOW MeAULMH-
CKOWM MOMOLLM NaLMEHTKa B THXKEIOM COCTOSIHUM Gblna A0CTaB-
NleHa B OTAENEHME TMHEKONOrMKU. B aeHb rocnutanusalmm 6bia
YCTaHOBMIEH AMarHo3: <AHOMaNbHOE MaTO4YHOE KPOBOTEYeHue
ny6epTaTtHOro nepnoaa. AHEMUS TAKENOW CTEMEHM».

®dusuKanbHaga agMarHocTUKa

Mpu ¢usnKkanbHOM ob6GcCnefoBaHUMM OTMevalTes 6nea-
HOCTb KOMHbIX NMOKPOBOB U BUAUMbIX CIM3UCTbIX 060JSIOYEK,
CYXOCTb KOXMW. MNaLueHTKa anyetca Ha ann30/M4ecKue rono-
BOKPYYKEHUS, COHNMBOCTb. Mpy NpoBeAeHUM ybTPa3BYKOBOMO
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nccneposaHus (Y3W) opraHoB Manoro tasa BbIIBIEHO cneay-
oulee: matka — 38 X 30 X 28 mm, m-3xo — 11,0 mm; npa-
BbIM AUYHUK — 24 X 21 X 30 MM, GONAUKYNsSpHas CTPYKTYpa;
NneBbIn GUYHUK — 20 X 18 X 17 MM, GOoNnKynsapHasa CTpyK-
Typa; cBo6oaHas XKMAKOCTb B [lyrnacoBOM MPOCTPaHCTBE He
BU3yanu3npyeTcs. 3aKlo4eHne: runepniasna aHGOMETPUS.

AnHamuKa u ucxopabl

B cBfI3M C TAXECTbIO COCTOSAHUSA W3 MPUEMHOro oTae-
NleHVa NauMeHTKa nepeBefeHa B OTae/leHne peaHumaluu
W MHTEHCUBHOW Tepanuu C LeNnblo CTabuan3aumn reMoau-
HaMMYecKux nokasaTenen. bbinnm HazHayeHbl nepennBaHue
3PUTPOLIUTAPHON B3BECHU C yAENbHbIM IEMKOTPOMOOLMTHBIM
c/loeM, ropMoHasnbHasa remMocTtaTUyecKas Tepanus, aHTu-
aHeMuyecKas Tepanus. B otaeneHun 6blnv NnpoBeaeHbl rop-
MOHa/lbHasa remoctatuyeckasa Tepanusa — HasHadyeH KOK,
cofepxKallmi ne3orectpen + aTMHUNICTPAANON, aHTUAHEMU-
yeckasa Tepanusa — xenesa (Ill) rnapokena nonnmanbsTo3art.
MepeyncneHHble Ha3Ha4YeHUss U MaHuMNynsauun obecnedynnm
61aronpusaTHbIMN MPOrHO3 COCTOSHMUS MaLMEHTKM, KOTopoe
npu BbINUCKE OblNO YAOBNETBOPUTENIbHLIM. YPOBEHb remo-
rnobuHa coctaBun 82 r/n. B cBA3M C NONOKUTENBHON ANHA-
MWKOW 6bIn AaHbl cneaytoline peKomeHgauum: Gusn4ecKkmni
NoKon B TeyeHne 1 mMec, NPOAOSIIKEHUE aHTUAHEMWUYECKOM
W rOpMOHanbHoOW Tepanun — xenesa (lll) rugpokena nonu-
ManbTo3aT, Ael3orectpen + 3TUHUN3CTPaaMon, Habnwoae-
HWe y TMHeKonora, neguMaTpa u rematonora. flocne oTMeHsl
KOK, copeprkalero gesorectpen + aSTUHUA3CTPaAMON, U Npu
06UIbHOW OTBETHOM peaKLMK peKoOMeHOOBaHbl rocnuTanu-
3auus B cTauMoHap M HabnogeHne ¢ Ucrnonb3oBaHMeM Npu
Heo6XxoAMMOCTU reMoCcTaTUYEeCKOM Tepanuun (TpaHekcamoBas
Kucnota 500 mr 3 pasa B ieHb B Te4yeHne 5-7 gHen).

OBCYXAEHUE

YuuTbiBas AaHHble KAMHWYECKOrO Ciyyasi, BbiBOAbl Ha-
npawuBalTca camMu CO6GOW: ONUCaHHbIA Bbille KIAUWHUYE-
CKWI cnyvyai sBnsieTca nokasaTesbHbIM MPUMEPOM TOr0O, 4TO
Haunbonee vacTtbiM ocnoxkHeHnem AMK MM asnsgetca MIOA,
a TaKXKe TOro, YTo Jaxke HebosbluMe CYKPOBUYHbIE Bblaene-
HWS MOTYT BHE3aMnHO NPMBECTU K 06UNbHOMY KPOBOTEYEHUIO
y AeBOYEK B nybepTaTHOM nepuoge. MMeHHO noaTomy O4YeHb
Ba)KHbl OLlEHKa MEHCTPYyasibHOM KPOBOMOTEPU C UCMONb30-
BaHWeM crnocoba Jlu — Yanta, c60p aHamHe3a W OLEHKa
reMoAnHaMMUYEeCKUX NoKa3aTenen KPoBu.

Hamu 6bin NpoBeAeH NOUCK nUTepaTypbl HA OCHOBE 3NeK-
TpOHHbIX 6a3 PubMed, Cochrane Library, Google Scholar.
Bbinn Mcnonb3oBaHbl Ko4eBble cnoBa «abnormal uterine
bleedingy», «puberty», <adolescence», «iron deficiency anemian.
Bcero HangeHa 19 671 pa6oTa. [Ins Ka4eCcTBEHHOro cMHTEe3a
Hanbonee NOAXoAsWMMK MO HEOBXOAUMbBIM KpUTEPMAM ANs
Hallero KAMHWYECKOro ciyvas cTanu ase ny6anKaumu.

B ogHom 13 cBoux nccnegoBaHui Y. Wang 1 coaBT. NUWyT
0 14-neTtHen AeBOYKe, NOCTYNUBLIEN B OTAENEHMUE TMHEKONO-
MU C CUNbHLIMW BONAMKU B HUKHEN 4aCTW KMBOTA, TOWHOTOMN,
PBOTOM, FONOBOKPYKEHUSAMU [26]. M3 aHaMHe3a NauueHTKH
M3BECTHO, YTO B BO3pacTe ABYX JeT B xof4e o6cnenoBaHus
y Hee 6bl1 AMarHoCTMPOBAH BPOXKAEHHbIM AePUUNT GUbpu-
HOreHa. Y4uTbiBas »Kanobbl NauMeHTKU, MPUHAAN pelleHne
NpoBecTn TpaHcabaoMuHanbHoe Y3W, B pesynbraTe KoTo-
poro 6bl1a 06HapyXeHa KMCTa NpaBoro SMYHKUKa pa3mepom
3,1 X 2,4 cm. o gaHHbIM pe3ynbTaTa 06LLero aHanansa Kpo-
BW YPOBEHb remornobuHa coctaBun 71 r/a, 4To BHO OTpa-
aeT passutmne XA Ha doHe KpoBonoTepu. B pesynbraTe
6bln nocTaBneH AnarHo3: «[emMonepuToHeym (pas3pblB XKes-
TOro Tena? paspbiB GOANMKYNOB?), BPOXKAEHHbIN AednumT
dunbpuHoreHa (congenital fibrinogen deficiency; CFD), aHo-
ManbHOe MaTO4YHOe KpoBOTeYeHue, 0ByCnoBNEHHOE Koary-

nonatuen (abnormal uterine bleeding-coagulopathy; AUB-C)
WU remopparmyeckas aHemus (ymepeHHas)» [26]. YuuTbiBas
npefoCTaBfieHHble [aHHble, MOXHO caenatb BblBOA, 4TO
TSXKenas KpoBonoteps y AeBOYKM Oblna cBA3aHa ¢ Hapylle-
HUEM CUHTe3a daKTopa CBepTbiBaHUS KpoBM GUOPUHOreHa
1 npmueena K passutmio XIA.

B Hallem KIMHUYECKOM Ciyvae remMaTtofiorMyecKux Hapy-
weHnn, nommmo XIA, BbiIBNeHO He 6bi10. Takum obpa-
30M, BaXKHO aKLLEHTMPOBaTb BHMMaHWE Ha CBOEBPEMEHHOM
06palleHNUN K TMHEKONIOTY MPW HayaNbHbIX KIAMHUYECKMX
cumnTomax 3aboneBaHus.

Elle OAMH KIMHWMYECKUW CrydYal, KOTOPbIM Hac 3auH-
TepecoBan M KOTopbIM AOKa3blBaeT pa3sBuTne Ha ¢oHe AMK
HKOA, 6bin ony6nmkoBaH B 2003 r. N.O. Kanbur 1 coaBT.
B ruHeKkonorunyeckoe otaeneHune noctynuna 12-netHas oeBoY-
Ka C MeHopparven Bo BpeMs MeHapxe. Habnoaanocb cunbHoe
BarMHanbHoe KpoBoTeyeHue B TeyeHne 16 aHen. MaumeHTKa
YKanoBanacb Ha roN0BOKpPYXEeHMEe, TOWHOTY, pBOTY. o naéo-
pPaTOPHbLIM WCCNEeLOBaHUAM YPOBEHb FemMornobuHa cocTaBun
5,5 r/on, 4TO rOBOPUT O Pa3BUTUM AHEMUU U MPOSBIEHUMU
CMMMNTOMOB @aHHOro ocnoxHeHus AMK [27]. lNo pelueHuto Bpa-
yen 6blna NpeanpuHaTa TaKTUKa fle4YeHusl, 3akivatolasncs
B NepenMBaHum Kposu 1 npumeHeHnn KOK, 4to npmBeno K Boc-
CTaHOB/EHUIO FremMOoCcTasa M ycTpaHeHuto cumntomos MIA.

TakKe Halwe BHWMaHWe o6paTuio Ha cebs KIMHWUYe-
cKoe uccnegosaHue A.G. Cooke 1 coaBT. B gaHHOM peTpo-
CMEKTUBHOM KOFOPTHOM UCCNea0BaHWM NPOBOANIICS aHanu3
107 naumeHTok ¢ AMK u conytcTBytowen XOA (cpeaHui
Bo3pacTt — 14,4 roga), 06paTMBLLMXCS 3a MOMOLbIO B MeAu-
LMHCKME yuperaeHus. CpegHsas KOHLEeHTpauus reMornobm-
Ha ON1s BCeX NauueHToK coctasuna 7,4 r/an, v 60NbLIMHCTBO
(74%, n = 79) nocTynunu B OTAENIEHNE HEOTIOXHOM MOMOLLM
unu 6bliM nepeBeaeHbl B cTaumoHap. CuMmniTomatuyecKas
aHemus nieymnacb nepeMBaHUEM KpPoBM Y 46 NaUMEHTOK,
7 NauMEeHTOK NoJslydanu BHYTPUBEHHYIO TEPAMNUIO YKenes3om
NIM60 M3HaYvanbHO, NMMBO Nocne Heyaa4yHoro npMema xenesa
BHYTPb. Tsxkenas aHemus Ha doHe AMK, Tpebytollas HeoT-
NOXXHOW MEAMLMHCKON NMOMOLLM, BKAOYAsa rocnutanmM3aumio
W nepenuBaHne KpoBHM, ABNSIETCH PAcnpOCTPaHEHHON NPo6-
fleMOoM y NOoApPOCTKOB. ABTOPbI NMPOAEMOHCTPMPOBANN BaXK-
HOCTb PaHHEero BbISIBJAEHWUS MaLMEHTOB M3 rpynnbl pucKa
N HEO6XOAMMOCTb NPaBWUIbHON TAKTUKM BEAEHMS AN1S CHUXKE-
HUS YMCna cryvyaeB PasBWUTUS MPEeAOTBPaTUMOrO OCMOXKHe-
HUS, Takoro Kak XA, y nogpocTtkos [28].

Mo aaHHbIM paHee NMPOBEAEHHOr0 HaMu UCCNefoBaHMs,
B KOTOpOM O6blIM 3agenctBoBaHbl 110 geBoYeK B BO3-
pacte ot 11 go 15 nert, toHble NauneHTKM obpallanmcb 3a
MEAMLMHCKON MOMOUWbI C AMCOYHKLMOHANbHLIM MaTo4-
HbIM KpoBOTeYeHnem nybepTaTHOro nepuoga. bbinn npo-
Be[eHbl PU3MKanbHOE, MHCTPYMEHTaNbHOE U nabopaTopHoe
ob6cnegoBaHus. YCTaHOBIEHO, YTO npeapacrnonaratlowmmu
dakTopamu passutna AMK Tl 9Bna0TCA BbICOKas 4yacTtoTta
coMaTM4yecKon naTtoniormu, HapyleHUss HEMPOIHAOKPUHHOMN
CUCTEMbl M MEHCTpyanbHOro uukna. lMpu uccnegoBaHum
ropMOHanbHOro ¢oHa BbIIBUIACb 3aKOHOMEPHOCTb: MNpPU
MOBbILWEHHOM YPOBHE 3CTPOreHOB MMEET MECTO HOpMasibHOoe
WX MNOBbIWEHHOE OTHOCUTENIbHO LOMYCTUMbIX BO3PaACTHbIX
HOPM cogepxaHue QOoNNNKYNOCTUMYINPYIOLWEro ropMoHa
(®CIN npuv HOpMaNbHOM WAM CHUKEHHOM KOHLIEHTpaL K
noTenHusupytowero ropmoHa (JIl). Mpu rMnoacTporeHmnn
KoHUeHTpauma PCI HaxoauTCs Ha HUMKHMX rpaHuLax BO3-
pPacTHOM HOPMbl MW CHUMKEHA, KOHUeHTpauusa JIIT cHUKeHa
WA HopmanbHas. Takum o6pas3om, gaHHOe uccnegoBaHue
[OKa3blBaeT, YTO WM3MEHEHWEe KOHLIEHTpaLMW ICTPOreHoB
npmBoamT K passutuio AMK 11 [29].

B ewe ogHoMm mnccnegoBaHun, onvcaHHom J1.B. AgamsaH
W coaBT., npuBeaeHbl AaHHble 0 100 pgeBoykax ¢ AMK
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MMM, rocnnTanManMpoBaHHbIX B CTaLMOHApP MO 3KCTPEHHbIM
nokaszaHuam. Bospact ob6cnegyembix naLMEHTOK cocTa-
Bun ot 10 po 17 net [30]. bbino NpoBeAEHO KOMMAEKC-
Hoe obcneaoBaHWe C Uenblo onpeaeneHns tmna AMK T
M Ha3HayeHo anddepeHUnpoBaHHOE fledyeHne MoHoda3HbI-
MU KOMOGWHMPOBAHHLIMWU HU3KOLO3MPOBAHHLIMU 3CTPOreH-
rectareHHbIMy npenapartamu ¢ CoaeprKaHMeM 3TUHWUNICTPa-
onona 30 MKr u nesoHoprectpena 150 mKr. Mony4yeHHble
pe3ynbTatbl 06cnefjoBaHNS NaLMEHTOK NOCYXWAM OCHOBa-
HWEM AN YCTaHOBEHUS Y HUX pasnnyHbix THnos AMK T,
a MMEeHHO: ¥ 52% nauMeHTOK BbISIBAE€H TMNO3CTPOreHHbIN
TN,y 12,6% — HOPMO3CTPOreHHbIN, y 35,4% — runepactpo-
reHHoin Tun AMK MM, JleueHne KOMOGUHUMPOBAHHLIMU HU3-
KOAO3MPOBAHHbLIMW 3CTPOreH-recTareHHbIMU npenapatamu
06YyCNOBUNO remMocTaTM4yecku adpodeKT M cTabunusauuio
CTPOMbI M 6a3anbHOro cnosi aHgomeTpusi. B cootBeTcTBUM
C MONy4YeHHbIMU pe3ynbTaTaMy KOMMIEKCHOro obcnefoBa-
HUS M onpeAeneHHbIMU Y MaLUMEeHTOK pasfMyHbIMKU TUNaMu
AMK TN um 6bi10 Ha3HavyeHO aAMddepeHLnpoBaHHOE neve-
HWEe, YTO TaKXKe OTpaKaeT BMUSHWE KOHLEHTpaLun acTpore-
HOB B KpoBMW Ha passutre AMK 11 [30].

C.S. Benson u coaBT. B CBOEM 0630pe MuLyT, 4YTO
HKIOA — 3TO KOMMAEKCHbIN AMarHo3, OCHOBaAHHbIA Ha KOH-
LeHTpauum remornobmHa n depputnuHa. AHemus ABAsieTcH
KOHEYHbIM pe3ynbTaTom geduumnta xenesa, NOCKONbKY 3pu-
TPOM033 YacTO COXpPaHAeTCs A0 NO3AHMUX cTaaun aeduuuta
}enesa, KOTopoe HeobxoaAMMO AN CUHTE3a remornobuHa,
pocta n AMdpdepeHUMPOBKU KNETOK, HEMPOTPAHCMUCCHUM,
UMMYHWUTETA U CepAeYHO-Nero4Hon GyHKLUMKU. YTO KacaeTtca
atnonornn XA, AMK aBnstoTca ogHon M3 Haubonee pac-
NPOCTPaHEHHbIX MPUYMH AeduunTa Kenesa Y HKEHLWMH U3
CTpaH C BbICOKMM YpOBHEM Joxoda. B cBoen paboTe aBTOpbI
MULWYT O TOM, 4TO O6LLEE KONMMYECTBO XKeNe3a B OpraHuame
COCTaBASET NPUMEPHO 3—4 T, U3 KOTOPbIX 1—2 Mr TepseTcs
eXefHeBHO M eulle 1 Mr TepsieTcs BO BPeEMS MeEHCTpya-
UMW Kaxablh mecsu. Npyv aHeMUM ypOBEHb reMorniobuHa
coctaBnsier < 120 r/n. C.S. Benson 1 coaBT. yTBEpKAAOT,
4yTO 3a cyeT geduumTa Kenela MOryT Habnwgatbecs ycra-
NI0CTb, N/1I0Xast KOHUEHTpauus (MO3roBorn TymaH), anonewuns,
pebpUCTOCTb/NOMKOCTb HOITEN, 60Nb B HOrax, CUMHAPOM
6ECMOKOMHbIX HOT, CHUMEHWE TONEPAHTHOCTU K GU3NYECKON
Harpy3ke, TPEBOXHOCTb, NJOX0€ HaCTpPoeHue, Aenpeccus
1 nnoxas paboTtocrnocobHocTb [31].

Takum o06pas3oM, CCbinasicCb Ha MNpPUBEAEHHbIn HaMMu
0630p, MOXHO yTBepKAaaTb, 4to M/IA aBnseTca cepbe3HbIM
N HexenatenbHbiM ocnoxkHeHnem AMK T, npn KoTopom
NMPOUCXOANT CHUMKEHME YPOBHS XKene3a B KPOBH, YTO, B CBOIO
oyepeab, NPMBOAMT K Pa3BUTUIO CMMMATOMOB, Hapyluato-
WMX KUBHEAEATENbHOCTD, a TaKXe YrpoXatoLlmx 340P0BbI0
1 }KU3HM NaLMEHTOK.
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06ocHoBaHue. MyKkononucaxapuaos Il tuna (MIIC Il, Takxe U3BECTEH KaK CUHAPOM XaHTepa) — X-CLiENIeHHOEe peLeccuBHoe
3abosieBaHne, 06yC10BIEHHOE AEPULNTOM JIM30COMHOI0 GeEPMEHTa UaypoHaT-2-cynbpatasbl, MPUBOASLLIEE K POrPeECCHpPYIO-
LeMy HaKorIeHuo rmnuKo3amuHormkaHoB (TAlN) naepmataHcynbgaTta v renapaHcyib@ata B TKaHsIX. AKKymynsums FAl B kieTkax
MPUBOAMNT K Pa3BUTUIO MPOrPECCUPYIOLIMX NaTONOMMYECKNX HapyLLEeHUH paboTbl Pas3/IMYHbIX OPraHoB U CUCTEM, paHHEH MHBa-
NIMAN3aLMN U CHUXKEHMIO MPOAOIKUTENIBHOCTH KU3HU. DepmeHTo3amecTuTebHas Tepanmst (P3T) cHMKaeT Temnbl pas3BuTUs
JKUBHEYrPOXKaloLLMX COCTOSIHMI naymeHTa. Hanbosnbluas appexktuBHocTb O3T onvicaHa npu paHHEM ee Ha3Ha4YeHUU, 0CO6EHHO
Ha AOKIMHUYECKOV CTaanu, KOrja B KIIETKE elUe He MPOM30LL/IO0 BbIPaXKEHHbIX, HEOBPATUMbIX UBMEHEHUI 1 MPUMEHEHME naTore-
HETUYECKOM Teparnuu NPUBEAET K CHUKEHMIO TEMMOB HaKonaeHus FAlT B iM30comax, 3aMeIeHUI0 NaToa0rM4ecKoro npoLecca
YAYHLEHNIO CaMOYyBCTBUS NaluneHTa. OnucaHue KIMHUYeCKoro cayyas. [lalueHTy My»KCKoro rnosa ¢ gnarHosom MIIC Il 6bina
nHuLMnpoBaHa 3T naypcynbpa3or 6eta B Bo3pacte 6 MeC, 4TO NpMBEJIO K 60s1ee IErKoOMy Te4eHUIo 3ab60/1eBaHusI Mo cpaBHe-
HUIO ¢ AsiAen npobaHaa, MMEBLLIMM aHa0rMyYHyo MyTaLmio B reHe IDS, Tsaxxenbi ¢peHoTun 3aboneBaHus u Hadano @3T B 6osee
rnosagHem BospacTte (2,5 roga). 3aknoyeHme. PaHHsst nHumauymsa O3T y naymeHToB ¢ MIIC Il no3BossIET CylLECTBEHHO 3aMes]-
JINTb Pa3BUTUE TSIKEJbIX U UIHEYPOXKAIOLLMX OCTIOKHEHNH, yBEINYUTb MPOJOIKUTENbHOCTb M OBLICUTh KAYECTBO MX KUIHM.
Knro4eBbie cnoBa: MyKonosamcaxapuaos, KIMHUYECKUI CaydYan, naypcyibpasa 6eta, XaHTepasa, GepMeHTo3aMeCcTUTe lb-
Has Tepanus

Ansa untupoBaHus: Bawaxkmvaase H.[., }ypkosa H.B., 3axapoBa E.l0., Muxannosa J1.K., ba6aikuHa M.A. OnbIT npume-
HeHUs naypcynbdasbl 6eTa (XaHTepasbl) y NauueHTa ¢ Mykononucaxapunaosom |l Tuna. Bonpockl coBpeMeHHOM neguaTpumn.
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OBOCHOBAHME

Mykononucaxapmgo3 Il Tuna (MMC 1l; cuHapom XaHTe-
pa) — HacneacTBeHHoe MysibTUCUCTEMHOE 3aboieBaHne 13
rpynnbl NTM30COMHbIX 601€3HeN Hakonnexwus [1].

bonesHb XaHTepa BO3HMKaET BCNEACTBME HEAOCTaTOYHO-
CTW JIN30COMHOro dpepmeHTa naypoHat-2-cynbdatasnl (IDS),
NPUBOASILLEN K NMPOrpeccupyiolemMy HaKOMIEHUIO MMUKO3a-
MWHorMKaHoB (Al B pa3nuyHbIX opraHax u TKaHsax [2, 3].

Hakonnexwue Al (aepmataHcynbdaTa u renapaHcynboda-
Ta) B IM30COMax NPUBOAUT K TMBENn KIIETOK U CNOCO6CTBYET
nporpeccupyolleMy TedyeHuto 3aboneBaHus. Tun Hacne-
JOBaHUA — X-CLENNeHHbI peLeccuBHbIN. KnuHuyeckas
KapTuHa y nauneHTtoB ¢ MIC Il xapaKkTtepuayeTcs pasinyHon
CcTeneHbto TaKecTu [4]. HacTto nepBbie CMMNTOMbI 60NE3HM
NosIBNSIOTCS B paHHEM [JEeTCKOM BO3pacTe.

[OwnarHo3 MIIC |l yctaHaBnMBaeTCs Ha OCHOBAHWKU Kin-
HMYECKOW KapTWHbI 3ab0neBaHUs, CHUXEHUS aKTMBHOCTH
depmeHTa mnaypoHaT-2-cynbdatasbl, runepakckpeunn Al
C MOYOM M JAaHHbIX MONEKYNAPHO-rEeHETUYECKOrO aHann3a —
Hann4yma naToreHHbIXx BapuaHToB B reHe IDS [4, B].

[eH IDS pacnonoxeH Ha AJIMHHOM ne4vye X-XpoOMOCOMbI
B XPOMOCOMHOM o6nactvn Xq28, umeet anvHy 44 K6 1 cocTto-
UT U3 9 3K30HOB [6].

Bnepsble MIC Il 6bin onncaH KaHaACKUM [OOKTOPOM
Yapnb3om XaHtepom B 1917 r. OH Habnogan AByx 6paTbes,
MMEBLIMX Fpybble 4epTbl AMLA, HWU3KWUIA POCT, BblpaKeH-
Hble KOCTHble AedopMaLMm U 3aePIKKY MHTENEKTYabHOIro
passutua [7].

OaHaKo nuib B 1978 . 6binKv BbISIB/IEHBI NATOrEHETHYE-
CKME MEXaHM3Mbl Pa3BUTUS 6GONE3HMU.

B HacTtosuee Bpemsa 4yactota BcTpedaemoctu MIIC Il
coctaBnset ot 0,38 go 1,09 Ha 100 Tbic. BCeX HOBOPOXKAEH-
HbiX B Bpasunuu n o 1,09 Ha 100 TbiC. HOBOPOXAEHHbIX
B [MopTyranun. B eBpOMenCcKnx cTpaHax pacnpocTpaHeH-
HOCTb JaHHOro 3ab60sieBaHNa HECKObKO HUKE, YeM B CTpa-
Hax BocTo4yHoM A3uun. B HeKoTopbix cTpaHax gona MIIC I
coctasniset okono 50% ot Bcex MIC [8].

OCHOBHble KJ/IMHMYECKME NpOosABNEHUA 3aboneBaHus
xapaktepuaytoTca [ypnep-nogo6HbiM deHoTUnoMm: rpybble
YyepTbl MLA, 3anasluee nepeHocbe, 60nblune rybbl, Makpo-
rnoccus, ckadouedanus, KOpoTKas Les, HaB1catoWmnn noo;
y MaUWEeHTOB MMEKTCSH WM3MEHEHWSI CO CTOPOHbI OMOPHO-
ABUratenbHOro annapaTa (3afeprKa pocTa, aedpopmauns
CKeneta, TyronoABM»HOCTb CYCTaBOB); HapyLleHUE bIXxaHUs,
yacTble G6POHXWTbI, MHEBMOHWW, CUHAPOM OBCTPYKTUBHOIO
anHo3 CHa; KapAMOBacKyfspHas naTonorus; yBenuyeHue
neyeHu, ceneseHkM, NaxoBble WU NynoYyHble IPbIXKKU; NaTono-
rns JIOP-opraHoB, CHWXXEHWE chyxa; HapylweHWe 3peHus.
Mporpeccupytolias naTonorns LeHTpaabHOM HEPBHOM cUCTe-
Mbl (LLHC) Habnogaetca y 2/3 nauneHToB [2, 9]. B KnnHU4e-
CcKon npaKktuke MIIC Il ycnoBHO nogpasaensiercs Ha Henpo-
naTM4ecKn n HeHemponaTuiecknin deHotmnel [10, 11].

3aboneBaHne MMeEeT XPOHMYECKOE TeYEeHNe U 4YacTo Npu-
BOJMT K CHUKEHMIO MPOAOIKUTENBHOCTU KN3HU. OCHOBHbLIMM
npUYNHaAMU CMEPTU OOLIYHO ABASIOTCS OCMOMXHEHUA CO
CTOPOHbI CEPAEYHO-COCYAUCTON M AbIxaTenbHON cuctem [12].

[o cepeauHbl npowsoro Beka nedyenne MIIC Il Hocuno
cuMnToMaTMyeckmnn xapaktep. B 1980 x rr. ana Tepanuu
MTIIC BnepBble BHEAPWIN B KIIMHUYECKYIO MPaKTUKY TpaHC-
naaHTaLumio reMonoaTUYeCcKMX CTBONOBLIX KneTok (TICK),
a ¢ 2006 r. — pepmeHTO3amecTuTenbHyto Tepanuio (P3T).

OcHoBHOM npuHUMN npumeHeHns P3T 3akno4vaeTca BO
BHYTPUBEHHOM BBEAEHUU PEKOMOUHAHTHOrO AedULUTHOIO
depmeHTa. Ha cerogHawHui geHb ans nedenuns MIC |
[JOCTYMHbl [ABa PasfiniHbIX PEKOMOUHAHTHbIX GepMeHTa:
naypcynbdasa (Elaprase, Shire HGT, Bnocneactsuu npu-
o6peTteHHas Takeda Pharmaceutical Co., Tokno, AnoHus),
ofobpeHHas YnpasfieHMeM MO CaHUTapHOMY Haa3opy 3a
Ka4yeCTBOM MULLEBbLIX MPOAYKTOB M MeanKameHToB CLLUA
B 2006 r., u uaypcynbdasza 6eta (Green Cross Corp, Yongin,
Kopes), ogobpeHHasa YnpaBneHneM No KOHTPOIO KavecTBa
NULEBBLIX MPOAYKTOB M NeKapCTBEHHbIX cpeactB Kopewu
B 2012 r. [13, 14]. O6a depmeHTa o06nagaloT CXOAHbIMMU
OUOXMMUYECKUMU U PUBUKO-XMMUYECKMMU CBOMCTBAMM,
3pDEKTMBHO CHM¥KAIOT ypoBeHb Al B MoYe, Mpu aTOM Ans
naypcynbdasbl 6eTa xapaktepHa 60see BbiCOKas yaenbHas
depmeHTaTuBHaa aKTMBHOCTb [13, 14].

B Poccuun maypcynbdasa 6eta (XaHTepasa) 6bina 3ape-
ructpupoBaHa B 2018 r. 3a roabl NnpuMeHeHus npenapat
[loKa3an cBolo 6e30nacHoCTb U addeKTUBHOCTL [15, 16].

[Mocne 24 Hep neyvyeHUss B KIMHUYECKUX UCCNefoBaHM-
ax ¢asbl I/l Habnwoganocb 3HavyuTeNbHOE CHUKeHue TAl
B MOYe, YMEeHblUeHMe 06beMOB NeYeHU U CeNne3eHKH, ynyy-
LeHWe noKasaTteNien TecTa LWeCTUMUHYTHOM Xoab6bl (BMTX),
OHaKO OTMeYanocb He6GObLLIOE yNydlleHWE UK OTCYTCTBUE
AWHAMUKKU CO CTOPOHbI AbIXaTe/lbHON CUCTEMbI, MOABUMKHO-
CTW B cyCcTaBax U MHAEKCa anHo3-runonHoa [15, 17].

KnuHunyeckoe uccnepgosanue dasbl /1l aHanornyHbim
06pa3oM MPOAEMOHCTPUPOBANO, YTO MPUMEHEHME Wayp-
cynbdasbl 6eTa B TeyeHne 1 roga npmMBeno K CHUKEHMIO SKC-
Kpeunn FAl ¢ MOYON, HE OKa3biBasi BAUAHUA Ha 3afepPrKKy
pas3suTua [15].

MpenapaT noka3an cBoto 3PpPEKTUBHOCTb M BGe3onac-
HOCTb. P3T XOpPOLIO MEPEHOCUTCSH, pPeaKLnKn, CBSI3aHHble
¢ MHdy3unen, HabnopaoTcs y 2/3 nauMeHToB U ABNSOTCA
NIETKUMU UNK YMepeHHbIMu [18, 19].

MpeacraBngem KAMHUYECKMW MPUMEP, NMOKa3biBaoLWMM
3QDEKTMBHOCTb NATOrEHETUHECKON Tepanun Npu ee Ha3Ha-
YeHWUU B paHHeM Bo3pacTe.

KNIUHUYECKUHA NPUMEP

O nauueHTe

AHamHe3 60s1e3HU. PebeHOK OT BTOpon 6epeMeHHOCTH
(cTapluen cecTtpe 5 net, 300poBa), NPOTEKABLIEN C YrPO30M
npepbiBaHMa Ha 12-n Hen, deTonniaueHTapHOW HeaocTa-
TOoYHOCTbIO Ha 30-i Hed, OT BTOPbIX POAOB Ha 38-M Hep
nyTeM N1aHOBOro Kecapesa cevyeHus. [pn poxaeHun macca
Tena — 3670 r, AivHa — 52 €M, OKPYXHOCTb rofioBbl —
36 cm, oueHKa no wKane APGAR — 6/76. lNMocne poxae-
HUS pebeHOoK Obl1 NepeBeleH B peaHMMaLMOHHOE oTaene-
HWe C AnarHo3om: «/[IByCTOPOHHWI rMAPOTOPAKC; OTKPbLITLIN
apTepuanbHbl NPOTOK; IeroYyHas rmnepTeH3uns; HapylleHne
KpOBOOOpaLlleHMsT 3-M CTEeneHM; 3/I0Ka4YeCTBEHHas CTOM-
Kas rmneptepMus; HeoHaTalbHas KenTyxa; TPOMOGOLMTO-
neHus, BHYTPUYTPOOGHaa ABYCTOPOHHASA MOAMCErMeHTapHas
NHEBMOHMSA». C LeNbio cTabuinM3aunn COCTOSHUSA MaLueHT
Haxoauncs Ha CPAP-tepanuun (CPAP — Continuous Positive
Airway Pressure — MNOCTOSIHHOE MOJIOKUTENbHOE AaBleHune
B [bIxaTeNbHblX MyTsAX), 3aTemM Obll nepeBefeH Ha MCKyc-
CTBEHHYI0 BeHTUnauuio nerkux (MBJ1) B TeyeHune 3 cyt. Mocne
CcTabunnsalumm COCTOSHUA MasbyMK Habnaancs B neauar-
pPUYECKOM OTAENEHUM C AMarHo3om: «bpoHxoneroyHas auc-

CURRENT PEDIATRICS /2023 / V.22 /N2 4

BOMPOCbI COBPEMEHHOW MEAUATPUM / 2023 / TOM 22 / N 4



g Clinical Observation

KnuHunyeckKoe Ha6noaeHue

nnasus Nerkon cTenexHu, HenoaHas PEMMUCCHS, OCNIOKHEHHas
peunanBmpyloller NpPaBOCTOPOHHEN MHEBMOHMWEN; Ablxa-
TeNnbHas HeJoCTaTOYHOCTb 1-M cTeneHu; uepebpanbHas ulle-
MUa 1—2-11 CTENEHW; CUHAPOM ABUraTeNbHbIX HAPYLLEHWW».

Y nauueHTa oTMevyanacb 3aAepKa TEMMNOB pPaHHEro
MOTOPHOIO pPa3BUTUA: FONOBY Hayvan gepxatb ¢ 4 Mec,
cuaeTb M nonsatb — € 8 MeC, CTOATb Y onopbl — ¢ 9 Mec,
CaMOCTOSITE/IbHO Havyan xoauTb B 1 roa.

B pogocnoBHOM. Y ASAM HaLLero naumneHTa no MaTepuHCKOM
NnHKMM MIC 1I, 6pat 6abylwKn ymep B paHHeM Bo3pacTe U Mo
OMNUCaHUI0 UMEN KNnHWYecKne npuaHakm MIC. Matb pebeHKa
N 6abylwKa SBAAOTCS HOCWUTENbHULAMW CEeMEWHOW MyTaluuu
¢c598C>T (p.GIn200*) B reTepo3nUroTHOM COCTOSIHMM B reHe IDS.

MNMauneHT 6bi1 BakunHUpoBaH BCG B aHBape 2022 r.,
WHble BaKLUMHaLMKN OTCYTCTBYIOT M3-3a MeOTBOAOB B CBA3MU
C YacTbIMK pecnmnpaTopHbIMK 3a60NEBAHNUAMMU.

MTIIC Il BnepBble 6bl/1 3aN0403PEH BO BPEMS rocnutanu-
3auunKn B neguaTpuyeckoe oTaeneHne B CBA3K C OCTIOKHEH-
HbIM T€YEHMEeM paHHEero HeoHaTaNllbHOro nepuoaa wu OTAro-
LLIEHHOW HaCNeACTBEHHOCTbIO. B Bo3pacTte 1 Mec mManbyunKk
Obl/1 KOHCYIbTUPOBAH FrEHETUKOM, B35iTa KPOBb A/19 onpeje-
NeHUs aKTMBHOCTK depMeHTa naypoHaT-2-cynbdartasbl.

Mpn npoBeaeHMM TaHAEMHOW MacC-CNEKTPOMETPUM aKTUB-
HOCTb GEPMEHTOB ranaktouepebpo3naasbl, anbda-rnoKo3u-
nasbl, anbda-ranakro3uaasbl, 6eta-rnoKkouepebposnaassbl,
anbda-naypoHungassl, cdbuHrommennHasbl B npegenax pede-
PEHCHbIX 3HayeHun. UckntoyeHbl 6one3Hb Kpabbe, Mowmne,
dabpw, lowe, HUmaHa — Muka, MIIC I. Mo pesynstatam uccne-
[0OBaHWS BbISIBNIEHO PE3KOE CHWUXKEHWE aKTUBHOCTU MaypaHaT-
2-cynbdatasbl 4o 0,01 npu Hopme 10-50 MKM/n/u.

Puc. 1. NMaumnent ¢ MIMC Il Tvna, Bo3pact 3 Mec
Fig. 1. Patient with MPS Il, 3 months old

MauneHTy NpoBefeHO MONEKYNSPHO-FEHETUYECKOE UCChe-
foBaHue. MeToaoM MpsSMOro aBTOMaTU4ECKOro CEKBEHMPO-
BaHWS NpoBefeH NonHbIM aHanm3a reHa IDS (NM 000202.8),
MyTaumss B KoTopom obycnosnuBaeT passutne MIIC I
(6onesHb XaHTepa; OMIM #309900, TMn HacnegoBaHUsS —
X-cuenneHHbl peLeccuBHbIN). B ak30He 5 reHa IDS o6Ha-
PYKEH NaTOreHHbIM BapuaHT HYKNeoTUAHOW nocneaoBaTtesb-
HocTK ¢.598C>T (p.GIn200%*) B reMM3UrOTHOM COCTOSIHUM,
NPMBOASALLMA K 0Opa30BaHMIO MNpPEXKAEBPEMEHHOrO CTOM-
KogoHa. [narHo3 «Mykononucaxapugod, Tvn Ib» 6bin noa-
TBEPKAEH MONEKYNAPHO-TEHETUYECKM.

B Bo3pacTte 2 mec nauueHTy NpoBeAeHO KOMMIEKCHOe
obcnegoBaHue (puc. 1).

YnbTpa3BykoBoe uccnegoBaHne (Y3U) TazobeapeH-
HbIX CYyCTaBOB: BUAMMbBIX AWCNAACTUYECKMX UBMEHEHUN He
BbISIB/IEHO.

HeipocoHorpagus: NMKBOPOAMHAMUKA He HapylleHa.
CTPYKTYPHbIX UIBMEHEHUI MO3ra He BbISIBNEHO.

Y3W opraHoB 6pioLLIHOM M00CTH: CTPYKTYPHbIX U3MEHE-
HWUIN He BbISIBJIEHO.

B cBA3K 4acTbiMW pecnupaTopHbIMU 3ab60/1EBAHUAMMU
W ANUTENbHbIM Kawnem B 5 Mec 6blna npoBefeHa KOMMblo-
TepHas ToMorpadua opraHoB rpyaHOM KNETKM. [Tony4yeHHble
[laHHble COOTBETCTBOBAIN MHPUILTPATUBHLIM U3MEHEHUSM
BEPXHEN [0NM NpaBoro fierkoro (B npeaenax CermMeHta);
KUCTO3HOM NepecTporKe HWXKHEW A0AM NpaBoro Jerkoro;
6ynnam B NeBOM JierKom. ManbyuK 6bl1 FOCAUTANNU3UPO-
BaH C AMarHo3oMm: «BHeb6onbHUYHAs NPaBOCTOPOHHASA BEPX-
HegoneBas MHEBMOHUA. [bixaTenbHas HeAOCTaTOYHOCTb
1-2-i cTeneHun» (puc. 2).

Puc. 2. NMaumnent ¢ MIMC Il Tvna, Bo3pact 5 mec
Fig. 2. Patient with MPS I, 5 months old




MNepepn Hayanom P3T B 6-Mecsa4HOM BO3pacTe npoBeae-
HO o6cnefoBaHKe, NoNyYeHbl ceayowne pesynbraThl.

OneKktpokapaunorpapusa (9KI): cuHycoBasi apuTmus,
yacTtoTa cepaeyHbix coKpalleHnin (HCC) — 125-107 ya./MuH;
BEPTUKaNbHOE MOMIOXEHWE 3MIEKTPUYECKON OCKH cepaua
(30C); HapylueHne BHYTPUIKENYAOYKOBOro NpoBeAEHUS MO
npaBoOM HOXKe MyyKa [Mca; NoBbIWEHWE 3/IEKTPUYECKOM
aKTMBHOCTM NPaBOro enyaoyKa.

Oxokapamnorpapus (3xoKrl): OTKpbITOE OBa/ibHOE OKHO —
1,4 MM C remoaMHaMW4YeCcKU He3Ha4YMMbIM NeBO-NpaBbiM
c6pOCOM KPOBW; IKTOMUYECKOE KPEMnjeHne XOpAa K CTBOp-
KaM MWTpaNbHOrO KnamaHa; MojsoCTM cepiua He pacwu-
peHbl; rnobanbHas cuctonnyeckas GYHKLMS KenygovyKkos
He HapylleHa.

Y3U 6proLiHoM MoIocTU M MOYEK: renatomMeranuns; pota-
LS NeBOM MOYKM; YTONLLEHNE NapPEeHXUMbl MOYEK.

OnektpoaHuyepanorpapus (33): ocHoBHas aKTUBHOCTb
fe3opraHnsoBaHa, GopMUpOBaHME BO3PACTHON KOPKOBOWM
PUTMWKK 3adeprKaHo; npoBefeHne GOTOCTUMYNALIMM NOSB-
NIEHUS NaTONOMMYECKON aKTMBHOCTM HE NMPOBOLIMPYET; MEXK-
NonylwapHoOM acMMMETPUU, IANUNENTUPOPMHON aKTUBHOCTH
He 3aperncTpmMpoBaHo.

C 6-mecayHoro Bo3pacTta nonydyaer 3T npenapatom
naypcynbdasa 6eta (XaHTepasa) u3 pacyeta 0,5 Mr/Kr
Maccbl Tena.

B Bo3pacTte 1 rog 9 Mec Manb4ymMK NOCTYNWUA A0S KOHT-
ponbHoOro oécnegosaHuns (puc. 3).

dusuKkanbHaa AMarHocTuka

OueHka no AnthroPlus: UMT — 98,1, z-score +2,07;
poct — 86,5 cm, z-score —0,17; macca Tena — 14 Kr,
z-score +1,38; TemnepaTtypa Tena — 36,5 °C. CoctosiHMe
pebeHKa cpedHen TAXKeCTU Mo OCHOBHOMY 3aboseBaHuio.
O6uiee camo4yyBCTBME HE HapylleHo. TenocnoxeHue npo-
nopuMoHanbHoe. Manb4ymK BCTYNaeT B KOHTAKT CMYCTS HEKO-
TOpOE BpeMsl, NPOSBASET UHTEPEC K UIPYLLKaM U MOCOBUSM,
CaMOCTOSITENbHO MaHUNyAMPYeT NpeaMeTamu, BbINOMHAET
NPOCTble MHCTPYKUMU. IMOLIMOHA/bHbIE peaKLUnn agexkBaT-
Hbl, AuddepeHLMpoBaHbl B 3aBUCUMOCTK OT cutyauuu. Co
C/I0B Mambl, anneTuT U COH B nopsifke. HaBbikn camoo6-
CNYy)XMBaAHUSA B COOTBETCTBMM C BO3PAcCTOM. 3PUTENbHOE,
CNYXOBOE W TaKTU/IbHOE BOCMPUATUE, KpynHas W MenKas
MOTOpUKa chOopMMPOBaHbI MO BO3pacTy. Peyb Mmnpeccms-
Has: NOHMMaHWe o6palleHHOM pPeyu, NMPOCTbIX MHCTPYKLMA,
$pas3 gocTynHo, pasnmyeHme GopMbl U BEANYUHbBI MO CMOBY
3aTPyAHUTENbHO; 3KCMPECcCUBHAas: HECKObKO CNOB WU C/O-
roB, BOKann3aLmu, nenet, UMUTaLms }KUBOTHbIX.

[onoBa no cpegHen NMHUKM, NOBOPOT rOM0BbLI BMNpaBo-
BIEBO, HAK/IOHbI BNepea-Hasaj B npegenax Hopmbl. OTme-
yalTcad PEeHOTUNMYECKMEe OCOBEHHOCTM: Makpouedanus,
rMNepTenopusm rnas, 3anaBliee NepeHocbe, AMCnaacTuy-
Hbl€ YLWHbIE PAaKOBUHbI, OTHOCUTENbHAA MaKpPOCTOMUS, yMe-
peHHas runepTpodus aeceH, KopoTKas wes. CrubaTtenbHble
YCTAHOBKM B JIOKTEBbIX, MAOCHE(ANAHTOBbIX COYJIEHEHMU-
X, KOHTPaKTyp HeT. MacCUMBHO YCTAaHOBKM KOPPUIUPYIOTCS.
lMO3BOHOYHUK: OCaHKa Banas. [pygHasa Knetka 6e3 gedop-
Mauun. PassegeHune B Ta3obeapeHHbIX CyCTaBOB HE OrpaHu-
YeHOo. AroanyHble, NOAKONEHHbIE CKIAAKNM CUMMETPUYHbIE.
OCb HUXHWX KOHEYHOCTEW NpaBuibHas. YnaolleHne cBo40B
cton ¢uanonornyeckoe. KoxHble NOKPOBbI duanonormye-

Puc. 3. MNauyuneHTt ¢ MIC Il Tuna, Bo3pact 1 rog 4 mec
Fig. 3. Patient with MPS II, 1 year 4 months old

CKOM OKpacKW, YMEPEHHOW BNAXHOCTU, MaTONOrMyYecKomn
cbinv HeT. NoAKOXHO-XMPOBasa KieT4yaTKa pa3BuTa AocTa-
TOYHO, pacnpefefieHa paBHOMEPHO. Buammble cnusuctble
060/I04KM 4YWCTble, BRaxHble, po3oBble. [bixaHne 4epes
HOoC cBo6ogHoe. O6e MNOMOBMHbI FPYAHOM KIETKM y4yacT-
BYIOT B aKTe [blXaHWs paBHOMEPHO. [1epKyTOpHbIN 3BYK
Haj NeroyYHbIMU NOAMU ACHbIN NEroYHbIn. AYyCKyNbTaTUBHO
B JIETKMX [blXaHWe MNyapuibHOE, MPOBOAMTCA paBHOMEP-
HO MO BCEM MOASIM, XPWUMOB HeT. YacToTa AblXxaTeNbHbIX
ABMXEeHUn — 26/muH. O6nacTtb cepaua He WM3MeHeHa.
BepxylweyHbin TONYOK NOKanu3oBaH B 5-M Mexpebepbe
Nno 1€BON CPEANHHO-KNIOYUYHOW NIUHWW. [PaHMLbl OTHOCHK-
TeNIbHOW CepAeYvHONn TyrnoCcTU B npejenax BO3pacTHOW HOp-
Mbl. TOHbI cepaua 3BYYHble, PUTMUYHbIE, MATONOrMYECKNE
Wymbl He BbicnywusatTcs. YCC — 112 ya./MuH, apTe-
puanbHoe gaBneHue Ha pykax 100/40 mm pT. CT. }uBOT
MSITKWW, AOCTyNeH ry6oKon nanbnaunn, 6e3601e3HEHHbIN
BO Bcex otgenax. NynoyHasa rpbika 0,7 X 0,7 cm. MeyeHb
yBenuyeHa, BbicTynaet Ha 1,5 cm OT Kpas pebGepHon ayru.
CeneseHKa He yBenuyeHa. PU3noNorMyeckme oTnpaBieHms
B HOpMe. HapyHble nonoBble OpraHbl N0 MYXCKOMY TuMy,
AMYKM B MOLLOHKE.

OKOH4YaTeNbHbIA AUArHo3
Ha OCHOBaHWM KIMHWUYECKOW KapTuUHbl 3aboneBaHus,
[aHHbIX NabopaTopHOro M WMHCTPYMEeHTalbHOro ob6cneno-
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BaHWW, Pe3yNbTaToB 3H3UMOAMArHOCTUKU U MOMEKYNSPHO-
reHeTMyeckoro ob6bcnegoBaHus Obln yCTaHOBAEH auar-
HO3: «MyKononucaxapmao3d, tvn Il. Tun HacnegoBaHna —
X-CUENNIEHHbIN peLeccrMBHbIN. 3aepyKKa TEMMNOB PeYEBOro
pa3BuTusa. CrubatenbHble YCTAHOBKM B CycTaBax BEPXHWX
N HUKHUX KOHEYHOCTEM.

AnHamMuKa u ucxopbl

JlabopaTopHbie ucciaegoBaHusi

KnauHn4yeckuin aHaam3 KpoBM, 06LLMI aHaImn3 MoYu, 6Uo-
XUMMWYECKMI aHa/IM3 KpoBuM: B Npeaenax HopMbl.

rAr: 7,9 mr/mmonb (Hopma 3,3-40 mr/mmonb Kpea-
TUHWHA).

AnarHocTunyeckme npouegypbl

9Kl: 4HCC — 114 (79-113) ya./muH; PQ = 125 mc;
QRS = 90 mc; QT = 290 mc; QTc = 400 mc. BepTukanbHoe
nonoxeHue 30C. Pernctpupyercs Murpaums BOAUTENS PUT-
Ma M3 CWMHYCOBOIrO y3/ja B MWOKapa npaBoro npegcep-
ons (QOMUHUPYET CUHYCOBLIN pUTM), nerkasa aputmus, YCC
B Npeaenax Bo3pacTHOM HopMbl. HapyweHue npoBeaeHmns
no NpaBoOKW HOXKe nydKa [nca. B optoctaze: npupoct YCC
18%, cuHycoBbi putMm ¢ HCC 134 ya./muH, SKI 6e3 cyue-
CTBEHHOM AMHAMUKMW.

XontepoBcKkoe moHuTopupoBaHme IKI: B HOYHOE Bpe-
MS OTMevaeTcs TeHAeHuus K 6paanKapAuu, MOCTOSHHO
pernctpupyetcs AB-6nokaga 1-v ctenenu (PQ go 158 mc).
3Ha4YnMbIX HapylweHWn pUTMa, SKTOMUYECKOW aKTUBHOCTH,
UWEMMNYECKUX UBMEHEHWI HE BbISIB/IEHO.

9X0oKTl: oTMe4YaeTcs yCuNeHHas TpabeKynspHOCTb anwu-
KasbHOrO CerMeHTa J1eBOr0 KeNnyaoyKa, He3Ha4yuTesnbHoe
YTOJIWEHNE MEXKIKENYAOYKOBOW Neperopoakun (6,74 mwm,
z-score 2,73), B 0CTaslbHOM 6€3 0COBEHHOCTEN.

Y3W opraHoB 6proLLIHOM [10/10CTH: NATONOIMS HE BbiiBIEHA.

33l 3aNnaKTUBHOCTb HE 3aperncTpMpoBaHa.

PeHTreHorpapus WenHoro otgena [[M03BOHOYHUKA:
OTMeYaeTcs HapyleHue CTaTUYeCKOM OYHKUMKU LIENHOro
OTAena NO3BOHOYHMKA B BMAE CraXKMBaHWUS LLIENHOro Nop-
[103a; Ha YpPOBHE MCCnefoBaHUsA OTMEYaeTCs CyKeHue npo-
CBETa HOCOINIOTKM 6onee 4eM Ha 2/3 3a CYET OKpyrion
MATKOTKAHHOW TEHU, Ucxoasilen M3 3agHen CTEHKU HOCO-
rMOTKKU, NPUKpPbIBAIOLWEN X0aHbl (rMneptTpodus ageHonaoB
3-1 cTeneHm).

OcmoTp cneuuanucTos

Hesponor: MIC Il; 3agep»kKa TeMNOB peyeBoro pa3Bu-
TUS; HapyWeHWe NOBEAEHMS.

OpToneg: crnbaTteNibHble YCTAaHOBKM B CyCTaBax BEPXHMX
N HUKHUX KOHEYHOCTEN.

Odranbmonor: runepmeTponunsa cnaéon ctenexHn OU.

OTOpPUHONAPMUHIOJION af€HOUAbl 3-1 CTEMEHMU.

Kapaguosor: HapylweHue NpoBOAMMOCTM cepaua —
AB-6n0oKaga 1-# cTenexu.

Heiponcuxonor: o6cnegoBaHMe ypOBHSA MCUXMYECKOTO
pa3BUTUA pebeHKa OCYLLEeCTBASNOCH C MOMOLLLIO METOANKHM
[.B. Kosnosckon «OnpegeneHne OTKIOHEHWW B MCUXUYe-
CKOM pa3BUTUM JeTen paHHero Bo3pacta «[HoM». Pe3dynbtat
o6cnefoBaHus: CEHCOPHbIE N MOTOPHbIE HaBbIKK, NOBEEH-
yeckue QyHKUMKM cHopMUpoBaHbl NO BO3pacTy, NO3HaBa-
TeNbHble M peyeBble GYHKUMKM B cTagnn GOPMMUPOBaHMS.

KonnyecTBeHHbIN pesynbrat: 86 6ann0B — ypOBEHb MCUXK-
4YeCKOro pa3BMTUS C HE3HAUYUTENTbHOW 3aEPKKON.

Mo paHHbIM MNpoBeAeHHOro o6cefoBaHUA NaLWEHTY
ycTaHOBNeH AuarHo3: «Mykononucaxapmgos, tvn . Tun
HacnenoBaHus — X-CLENEHbIN peLeccuBHbIN. 3afdeprKKa
TEMMNOB pPeYeBOro pasBuTUS. KonnyecTBEHHbIM pe3ynbraT
86 6annoB — ypoBeHb NCUXMYECKOro pa3BUTUS C HE3Ha-
YUTENbHOW 3afeprKKoWn. HapyweHue npoBOAUMMOCTM cepa-
ua: AB-6nokaga 1-n crteneHu. CrubaTtesnbHble YCTaHOBKMU
B CyCTaBaXx BEPXHMX M HUKHUX KOHe4HocTel. [enatomeranus.
MynoyHas rpbixka. AoeHouabl 3-1 cTeneHu. [MnepmeTponusa
cnabow crenenu OU».

OBCYXAEHME

[JaHHbIN KNMHUYECKMIK NpuMep npeacTtaBnseT 60/bLion
MHTepec Ana cneumanncToB pasiMyHbiXx 061acTen.

PaHHee Ha3HavyeHne P3T urpaeT BaxHYyo pPosb B Npor-
HO3e 3aboneBaHns. MOXXHO NPOBECTU CPAaBHEHUE TeYEeHUS
3aboneBaHUs y AaHHOro NauueHTa U ero Asau, KOTopblin
MMEN aHanorMyHyto MyTauuto B reHe IDS n TSXenylo Kiu-
HUYECKYID KapTuMHy 6ones3Hn. Aaae npobaHaa P3T 6Gbina
MHUUMMpoBaHa B 2,5 roga. B HacToAuwee Bpemsa emy
14 net 10 mec. bpak poautenen He 6GIU3KOPOACTBEH-
Hbl. 3aboneBaHne y A9auM maHMpecTMpoBasao B Bo3pacTe
6 Mec, Korga poautenn o6paTtuin BHUMaAHKME Ha NYMNOYHYHo
rpbiXy, B 8 Mec 3aMeTnnin Kndos3 rpyaHoro otaena no3Bo-
HOYHMKa. B 1 rog 1 mec nosiBunacb TyronoABWMMHOCTb
B KMCTSIX PYK M KOMEHHbIX cycTaBax. B 1 rog 9 mec, nocne
nposeaeHnsa IxoKI, BnepBble BbiiB/iEHA HEAOCTAaTOYHOCTb
MUTPanbHOro KnanaHa 1—2-v cteneHu. Y majabymKa OTCyT-
cTBOBana peyb, OH TaK WU He Hayan rosoputb. B 2 ropa
1 MeCc Ha OCHOBaHMW KIMHUYECKOM KapTuHbl 3aboneBa-
HUS (XapaKTepHoro geHoTuna, 3a4epxKu NCMxopeyeBoro
PasBUTKSA, BblparKEHHbIX KOCTHO-CYCTaBHbIX W3MEHEHWN,
KOHTPaKTyp KPYyMHbIX M MENKUX CcycTaBoB, Aedopmauuu
NO3BOHOYHMKA, MNATONIOMMKU KapAMOBACKYNSIPHOM cucTe-
Mbl) 6bl1 3anogo3peH MIIC. Mpu ob6bcnepgosaHumn TAl
B Moye 1214 Epn. UMNX/1 r KpeaTuHHa (HopMma go 244).
AKTUMBHOCTb uMaypoHaTt-2-cynbdaTtasdbl Oblla CHUXKEeHa [0
2,1 HM/mn/44 npu Hopme 297-705. C 2 net 6 mec
nauneHT Havan nonyyatb ®3T. OgHako nopaxeHune LUHC
npoaoMKano MeaneHHo nporpeccupoBatb. MNpu Taxenbix
deHoTunax 3abosieBaHUs OYEHb BaXHO paHHee Hayvano
Tepanuu, aTo 3Ha4YuTeNbHO 3aMeaseT NporpeccupoBaHmne
601€e3HM, KaK NoOKasan npMMmep NepBoro naumeHTa.

MpuHunn 3T ocHoBaH Ha BOCCTAHOBMEHWW YPOBHS
3H3MMATUYECKOM aKTMBHOCTM, OOCTATOMHOW ANA rMAPOSU-
3a HaKOMNEHHbIX cy6CcTpaToB M ANS MPeAoTBPaLLEHNUs KX
JaNlbHENLWero HakonneHus B TKaHsax. PaHHee Ha3Haue-
HMe 3T ycTpaHAeT unau 3amennser MHOrMe comaTuye-
CKME NposiBNEeHUs 60Me3HKU, yydllaeT KayecTBO XW3HU
M YMEHbLUaeT pUcK cMmeptn [20, 21]. Y Hawero nauuveHTta
B 2 roga CO CTOPOHbl BHYTPEHHUX OpPraHOB BbISBAEHO
TONbKO He6OoNblIOEe YTOJWEHUE MEXIKENYAOYKOBOW Mepe-
ropoaKku, pebeHoK rosoput Ao 10 cnoB, aKTUBHbIN, 06bEM
OBU)EHUN B cycTaBax He orpaHuvyeH. Hopmanusosancs
ypoBeHb Al

Kak nokasbiBaloT uccnefoBaHus, No3gHee Havyano nede-
HUS OKa3blBaeT 60MblUOe BAUSHWE Ha CHUXKEHWe Tepa-
neBTUYECKOW 3PDEKTUBHOCTU. [1ENCTBUTENBHO, HEKOTOPbIE



naToNorMyeckne U3MEeHeHs NOSIBASIOTCH OYE€Hb PaHO MM
y)XXe MPUCYTCTBYIOT BO Bpems rectauuun [22]. Ecnu Havatb
Jle4YeHue ¢ poXaAeHU4, To, no-eunammomy, ®3T cnocobeTByET
CHUXEHMIO MporpeccupoBaHmsa 3aboneBaHus [20, 21].

Cuyutaetcs, 4TO0 HepocTaToyHaa adpodeKkTuBHOCTL P33T
B HEKOTOPbIX TKaHaX 0O6ycnoBjeHa HW3KOW 6UOAO0CTYM-
HOCTblO 3HAOrMEHHOro GepMeHTa B CBSA3BN CO CHUMKEHHOW
BacKynsipusaumen Takux TKaHeN, Kak KOCTb, Xpsll, Kiana-
Hbl cepAua, a TaKXe Hanu4ynem O6MONornyeckmx 6Gapbe-
poB, Hanpumep remaTosHuedanmyeckoro [22]. Kpome Toro,
B OT/IN4ME OT eCTECTBEHHOW HEMPEPbLIBHOW BbIPaboTKK dep-
MEHTOB, BHYTPMBEHHOE BBEeAEHWE PEKOMOMHAHTHbIX dep-
MEHTOB OrpaHWYeHO MO BPEMEHMU, OHM BbICTPO BbIBOAATCS
M3 opraHMama rnocne oKoH4yaHus uHoysum [22, 23].

EcTb npeagnonoxexue, 4to addeKTMBHOCTb P3T MoXKeT
CHMXaTbCs BCNEACTBME MMMYHOPEAKTUMBHOCTM MpenapaTa.
Mo pgaHHbIM J. Muenzer n coaBT. U R. Giugliani n coasT.,
6onee 4yem y 50% nauMeHTOB MOSABASSIUCE aHTUUAYPCYSib-
daszHble IgG-anTnTena, ay 21-35% 13 HUX — HEUTpanu3yto-
wue lgG-aHTUTENa, YTO B psije Ciy4aeB accoummpoBaso
C MEHbLNM CHUXeHUeM ypoBHS Al 1 ynydllieHnem neroy-
HbIX GYHKLUKI [24, 25].

B HacTosliee BpemMsa eCcTb HemMano nybnuvKauun, rage
onucaHbl ceMmenlHble cnydan MIMC. B.O. Stephan u coaBT.
M3y4nam O6pasuibCKytd CeMblo, B KOTopon 17 4enoBek
mmenun Msarknn deHotun MIIC 1. Bce 6biin HocuTenamm
MyTauum p.A77D B reHe IDS [26]. AuarHocTuKa 3TOM
CeMbW CTana BO3MOXHOW TONbKO MOTOMY, YTO Yy OAHOrO
npo6aHaga B 23 roga pasBuiacb ocTpas AEKOMMNEHCUPO-
BaHHasa cepfeyvyHass HeLOCTaTOYHOCTb, He nojaatolascs
nieyeHuio, U eMy notpeboBanachb TpaHcNNaHTauus cepaua.
Mpu ob6cnefoBaHum nepeq TpaHcnnaHTaunen y naumeHTa
Obln BbISIBIEHbI NlerKoe orpybeHue nuua, renatomera-
NS, TYronoABUKHOCTb NJe4YeBbIX CycTaBoB. [TauMeHT ymep
yepes 2 AHH nocne TpaHcnnaHTaumu. NMocMepTHbIM TMCTOo-
naTto/IoOrM4YeCKUM aHann3 MMOKapaa MeTo40M 3/1IEKTPOHHOM
MWKpPOCKONMK 0B6Hapyxun HakonneHune Al NccnepoBaHue
cembM BbiaBMIO ewe 16 Myx4mH ¢ MIC Il. Mocne yctaHoB-
NleHns guarHosa 6 nauMeHToB M3 CeMbM Hayanu nonyyatb
npenapaTt wnaypcynbdasy (dnanpasy), 4 — waypcynbdasy
6eTa (XaHTepasy). H1M y 0AHOro 13 HMUX He OblN0 BbISBNEHO
no6o4HbIX 3apdeKToB Ha doHe P3T. OcTanbHble NaLUEHTbI
Tepanuio He nosayyanu, LBOE U3 HUX YMEPSIU eCTECTBEHHON
cmepTblo [26]. Mo AaHHbIM Halero uccnegoBaHus, Bnep-
Bble B Poccuu nauMeHTy B BO3pacTe 6 MeCc MHULMUPOBaHa
®3T maypcynbdal3on 6eta C BblparKEHHbIM MONOXKUTENb-
HbIM 3ddeKToM: naLMeHT HabupaeT NCUXOPEYEBbLIE HaBbI-
KW, ero coMaTM4yecKOe COCTOSIHME 3Ha4yMTeNbHO fyulle,
yeM y aaau, y kotoporo ®3T Gbina Havata B 2,5 roaa,
y nauMeHTa OTCYTCTBYIOT XXUIHEYTPOXKalOLLME OCNOKHEHUS
3abo0seBaHus.

3AK/TIOMEHUE

Mpypcynbdasda 6eta, npumeHsemas ¢ 2012 r., foKa-
3ana BbICOKMM Mpoduib 6e30nacHOCTU U 3ODEKTUBHOCTHU
y MaLUMEHTOB B pa3Hbix CTpaHax Mupa. HasHayeHne P3T Ha
JOK/IMHWMYECKON CTafluM WM Ha CTaauU PaHHWUX KIMHUYECKMUX
NPOsiIBNIEHUI CNOCOBCTBYET CTabUNM3aLIMN COCTOAHUSA, YyY-
LaeT KayeCTBO MU3HMU NaLMeHTa U ero CeEMbM.

WHOOPMUPOBAHHOE COIJIACUE

OT poauTens nauueHTa noay4eHo NMUCbMeHHOoe MHOoP-
MWpoOBaHHOEe A06POBONIbHOE corflacMe Ha nybnvka-
LUMIO ONUCaHWS KIMHMYECKOro cnyyas (gata noanuvcaHus
06.10.2022), Ha ucnonb30BaHWE €ro MeaMLMHCKUX AaH-
HbIX (pe3ynbTaToB 06cfefoBaHus, nedyeHus, dotorpadpumn)
B HaYYHbIX LIENsX.
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Child’s parent has signed written informed voluntary
consent on publication of clinical case description (signed
on 06.10.2022), on using medical data (examination and
treatment results, photos) in scientific purposes.
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O6ocHoBaHMe. HacneacTBeHHble MOMMNO3HbIE cuHApoMbl (HIC) npeactaBnsioT cobou rpynny PeAKUX FeHETUYECKMUX
3a60/1eBaHNI, XapaKTEPUIYIOLMXCS PA3BUTUEM MHOXKECTBEHHbIX 3MUTENNAIbHbIX 06pa30BaHMUI B KeJyJ0YHO-KULLIEYHOM
Tpakte (MKKT), obnagarolmx BbICOKUM PUCKOM MasMrHU3aLUmn M pasBUTUS HEONaasun ApYyrux Jokanm3auui. TakTuKa
JIMHaMU4YeCKoro HablAeHUs] Npu HacNeCTBEHHbIX M10JIMN103ax MMEET CYLECTBEHHbIE Pas3/inyus, n anpoepeHuymabHas
ZIMarHOCTUKa MOXKET MPeACTaB/IsiTb C/I0XKHOCTb BBUAY BapnabesibHOCTH ¢peHOoTUNa M CXOACTBAa KIMHUYECKMX NPOosIBIEHMH.
Lenb uccnegoBaHuss — OrpeaenTb POJib MOJIEKY/ISIPHO-FEHETUYECKOro TECTMPOBAHMUS U 3HAOCKOMUYECKOro MUccie-
[I0BaHWs B MArHOCTUKE WU JIeYeHUW [EeTel C HacaeACTBEHHbIMU OJIMMO3HbIMU CUHAPOMaMU. MaTepuanabl © MeToAbl.
B petpocnektuBHoe HabiwgaTtesbHoe UccaegoBaHUe 6blin BKIKOYEHbI 17 NauMEHTOB C KIMHUYECKUMMW MPU3HaKamu
HacneCTBEHHbIX MN0AMNO30B, obpatmBlumxcs B HUW getckon oHKosormm u rematonorun um. J1.A. [ypHoBa 3a nepuoj
¢ 2013 no 2023 r. Bcem nauymeHTam 6b110 BbIMNOJIHEHO MOJIEKY/SIPHO-FEHETUYECKOE TECTUPOBAHUE U KOMIMIEKCHOE
3HAOCKOMUYEeCKoe mccie[oBaHne BepPXHUX U HMKHuX otgenoB XXKT. Pesyabtarthbl. [10 pe3ysibTrataM reHeTU4EeCKOro TeCTum-
pPOBaHUsI BbiAeIeHbl 7 rpynn naLnueHTOB C PasiniyHbIMU MyTaL UMW B FeHax, aCCOLMUPOBAHHbIX C Hacae[CTBEHHbIMU Ory-
xoneBbiMuU cuHapomamm: STK11 (35,3%; n =6), APC (17,6%; n = 3), PTEN (11,8%; n = 2), SMAD4 (5,9%; n = 1), BMPR1A
(5,9%; n = 1), MUTYH (5,9%; n = 1), MLH1 (5,9%; n = 1). Takxe y O4HON MNaLMNEHTKM C KOJIOPEKTa/lbHbIM PaKOM Ha
¢poHe npealecTByOLEr0 aeEHOMAToO3HOro rouna BbisiBJIEHbl NaToreHHble BapuaHTbl MyTaumi B reHax ATM n CHEK2,
4YTO MOXXHO paccMaTpuBaThb Kak Haindume My/abTHUAOKYCHOro onyxonesoro cuHapoma (MINAS) (5,9%, n = 1). Y ogHon
(5,9%) nauneHTKM ¢ MHOXKECTBEHHbLIMWU raMapPTOMHbIMU [10JIMNaMu TeNa XKesyaKa n MHOXECTBEHHbIMMW raCTPOUHTECTUHAIb-
HbIMMW CTpOMasbHbIMK onyxoasamu xenyaka (TMCO) natoreHHbIX MyTauui He BbisiBAEHO. KoMnieKcHoe 3HAOCKOMMYecKoe
nccnegoBaHme nposegeHo 14 (82,3%) naumeHTam, BO BCeX Ciy4dasix Obl/in BbISIBJIEHbI 3MUTENAJIbHbIE WM HEJNMUTE-
JinasbHble 06pa30BaHNS KenyaKka n KULWEYHUKE. 3/10Ka4eCTBEHHbIE HOBOObGpa3oBaHms 12-nepCcTHOM M TOJICTOM KMILIOK
AnarHoctupoBaHbl y 3 n3 14 naumneHtoB (21,4%). Mopgosiorndieckme BapmaHTbl BbisiIBIE€HHbIX 06pa3oBaHui B XKKT 6biimn
npeactaBaeHbl raMapTOMHbIMU, TMAEPNAACTUYECKUMMU MU IOBEHUbHBIMU MOAUNamMu, ajeHoMamu, 3y64aTbiMU afeHoma-
Mu, ageHokapunHomor u MCO. BbisBAEHHbIE 3nUTENNAbHbIE 06pa30BaHUs B XKenyaKe, 12-nepCTHON KULLKE U TOJICTOM
Kuwke y 8 ua 14 nauymeHtoB (57,1%) 6bian yaaneHbl MeETogaMm 3HAOCKOMMYECKOM MOJUMIKTOMUM U IHAOCKOMUYECKOM
PE3EKLMN CAN3UCTON 060JI0YKN. B 0TAE/IbHbIX Caydasx MpoBOAMIN PE3EKUMIO TOHKON KUIIKKU (14,3%, n = 2), ToTa/lbHyt0
Konaktommio (14,3%, n = 2) u ractpaktommio (14,3%, n = 2). 3aknoyeHme. [NIoHUMaHUE MOEKYISPHO-6MOJI0rMYECKOM
atnonoruu pa3sutus HIMC, 0cO6EHHOCTEN 3HAOCKOMUYECKON ANArHOCTUKM N IEYEHMUS NO3BOISIET ONTUMU3UPOBATL TAKTHUKY
BeIeHUs1 AaHHOM rpynnbl NaLMEeHTOB U MUHUMN3UPOBATb PUCKN Pa3BUTUSI 3/T0KAYECTBEHHbIX HOBOOGPa30BaHMil BEPXHUX
n HKHUX otaenoB XKKT, a TakKe onyxosen BHEKMLIEYHON JIoKaan3aumm nytemM rnpoBEAEHUS CBOEBPEMEHHbIX 1€4€6HO-
MPOPUIAKTUYECKMX MEPONPUATHMN.

KnroyeBble cnoBa: Hac/efCTBEHHbIE [MOJMMNO3HbIE CUHAPOMbI, raMapTOMHbIE MMOUMN03bl, aJeHOMATO3HbIE MOJINM03bI,
cuHapowm [lMentua — Erepca, cuHapom KoyaneHa, HacneACTBEHHbIN IOBEHW/IbHbIN M0JIMM03, CEMENHbIN aeHOMaTO3HbIN MNoJn-
no3, MUTYH-accounnpoBaHHbIN NOANMNO3, CUHAPOM JIMHYa, 3HAOCKOMUYECKas AMarHOCTUKa, SHAOCKOMMYECKOE JlIe4YeHne,
MOJINMAKTOMMS, KOJIOPEKTaIbHbIN pakK, reHHble myTaunu, APC, MUTYH, STK11, SMAD4, BMPR1A, PTEN
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BBEAEHMUE

HacneactBeHHble nonuno3sHele cuHapombl (HIMC) npea-
CTaBNAT COO0M rpynny peaKkux reHeTMYecKux 3aboneBaHun,
XapaKTEPUIYIOLWMXCA Pa3BUTMEM MHOMECTBEHHbIX 3nuTe-
NManbHbiX 06pPa30BaHUM B XKeNyAOYHO-KULWEYHOM TpaKTe
(XKKT), obnapatolmx BbICOKMM PUCKOM ManurHmsaumu [1].
Bce mauueHTbl, BHE 3aBUCMMOCTU OT GEHOTUMUYECKUX MpPO-
fBNeHn 3abofieBaHMs, MMEeIOT NMOBbIWEHHbIA PUCK pa3BU-
TUS 310Ka4€CTBEHHbIX OMyX0Nen, B YaCTHOCTU KONOPEKTaslb-
Horo paka (KPP), B cTpykType 3a60/1eBaeMoCTM KOTOPOro
oT 3 10 5% BCcex ciy4aeB CBSA3aHO C HANMYMEM FEHETUHECKHUX
MyTauui. BONbLMHCTBO HAcNeACTBEHHbIX MOAMMNO3HbIX CUHA-
POMOB XapaKTepu3yloTCs ayTOCOMHO-AOMUHAHTHbIM TUMOM
HacnefoBaHWS, YTO MOXET UrpaTb BaXHY POJb NPW NaaHuU-
poBaHUU LEeTOPOXKAEHMUS [2].

Bce HIMC ycnoBHO MOXHO pa3genuTb Ha [BE OCHOB-
Hble TPynnbl — ramapToMHble (pa3BUBalOLWMECT B pamMKax

cuHgpoma lMentua — Erepca, cuHapoma KoyaeHa u Hacneg-
CTBEHHOIO 0OBEHWIBHOIO MOAMNO3a) M aAeHOMaTo3Hble
noanno3bl (CEMENHbIN ageHoMaTo3HbIM nonnnos n MUTYH-
accounnpoBaHHbiv nonunos) [2]. K otaenbHom rpynne 3a6o-
NeBaHMUN OTHOCUTCS CUHAPOM JIMHYa, KIMHMYECKas MaHu-
decTtauma KOTOPOro MNPOWMCXOAMT MPEUMYLLECTBEHHO BO
B3POC/IOM BO3pacTe, B CBSA3M C YEM KpanHe BaXKHbIMU SBNSAOT-
€Sl paHHee BbISIBIEHWE HOCUTENbCTBA FrEHETUYECKNUX MyTaLMm
M CBOEBPEMEHHOE Hayano CKPMHMHIOBOro HabnoaeHus [3].

CuHgpom lentua — Erepca (CME; OMIM #175200)
OTHOCMTCS K rpynne raMapTOMHbIX MOAMMNO30B, HacnegyeTcs
No ayTOCOMHO-AOMMWHAHTHOMY TUMY, NaToreHe3 pa3BuUTUS
CBfI3aH C noBpexaeHnem reHa STK11. PacnpocTpaHeHHOCTb
B MONyasiuuun coctaBnset npubnnautenoHo 1 Ha 50-200 Tbic.
HOBOPOXAEHHbIX [4]. K OCHOBHbIM MposiBNEHUAM 3abone-
BaHWS OTHOCATCS MHOMECTBEHHbIE 3nuTenuanbHble ob6pa-
30BaHusa XKT, HapylleHne MUrMeHTauuu KOXHbIX MOKPO-
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Role of Genetic Testing and Complex Endoscopic Examination
in Differential Diagnosis of Hereditary Polyposes in Pediatric
and Adolescent Patients: 10 Years Clinical Experience

Background. Hereditary polyposis syndromes (HPS) are a group of rare genetic diseases characterized by multiple epithelial lesions in
the gastrointestinal tract (GIT) with high risk of malignancy and neoplasia development in other localizations. The case follow-up tactics in
hereditary polyposes have significant differences, and differential diagnosis can be complicated due to the phenotype variability and the
clinical manifestations similarity. Objective. The aim of the study is to determine the role of molecular genetic testing and endoscopic
examination in the diagnosis and management of children with HPS. Materials and methods. The retrospective observational study
included 17 patients with clinical signs of hereditary polyposes who applied to the L.A. Durnov Research Institute of Pediatric Oncology and
Hematology during the period from 2013 to 2023. All patients underwent molecular genetic testing and comprehensive endoscopic
examination of upper and lower GIT. Results. We have divided patients into 7 groups according to the results of genetic testing.
Patients had various mutations in genes associated with hereditary tumor syndromes: STK11 (35.3%; n = 6), APC (17.6%; n = 3),
PTEN (11.8%; n = 2), SMAD4 (5.9%; n = 1), BMPR1A (5.9%; n = 1), MUTYH (5.9%; n = 1), MLH1 (5.9%; n = 1). One female patient with
colorectal cancer with history of adenomatous polyp had pathogenic variants in the ATM and CHEK2 genes; it could be considered
as multi-locus tumor syndrome (MINAS) (5.9%, n = 1). Another female patient (5.9%) had multiple gastric body hamartoma polyps
and multiple gastric gastrointestinal stromal tumors (GIST) but with no pathogenic mutations. Complex endoscopic examination
was performed in 14 (82.3%) patients. Epithelial or non-epithelial lesions of the stomach and intestine were revealed in all cases.
Malignant tumors of duodenum and colon were diagnosed in 3 out of 14 patients (21.4%). Morphological variants of these GIT lesions
were represented by hamartoma, hyperplastic, and juvenile polyps, adenomas, serrated adenomas, adenocarcinoma, and GIST. The
diagnosed epithelial lesions of the stomach, duodenum, and colon were removed via endoscopic polypectomy and endoscopic mucosal
resection in 8 out of 14 patients (57.1%). Some cases required small bowel resection (14.3%, n = 2), total colectomy (14.3%, n = 2),
and gastrectomy (14.3%, n = 2). Conclusion. Understanding the molecular and biological etiology of HPS, its endoscopic diagnosis, and
treatment features allows us to optimize the management of such patients and to minimize the risks of developing malignant tumors in
upper and lower GIT, as well as extraintestinal tumors by carrying out timely medical and preventive measures.
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BOB W BbICOKMM PUCK Pa3BUTUSA OMyxOneBbiX 3abosieBaHWi
B TeYeHWe XN3HK (Tabn. 1). Ana 3aboneBaHns XapaKTepHbI
HapYLLEeHNS MUIMEHTaLMUN KOXKHbIX MOKPOBOB MO TUMY NEH-
TUIFO — Ha KpacHOW KanMe ryb, Koxe BOKpPYr pTa, Ha WekKax,
nagoHsax u nogowsax [5]. B 20% HabnoaeHuWn KiMHu4e-
cKkas maHudectauusa CIE npoucxoaut Bcneacteue pasBu-
TUS OCTPOM KMULLIEYHON HEMNPOXOAMMOCTU WM TOSICTOKMLIEY-
HOW WHBarnHauuu, a TaKXe aHeMUU HESICHOro reHesa wnu
Manbabcopbuuun [4]. HactoTa nokanusauuu anutenuanb-
HbiX 06pa3oBaHui B XKKT pasnuyHa: B 60—90% Habnwoae-
HUA — MNPOKCUMalbHblE OTAENbl TOHKOM KWILKK (Mpenumy-
LLLECTBEHHO Towasa Kuwka), B 20-30% — ToncTas KullKa,
B 20-25% — »enyanok [6].

OCHOBHbIMKM METOAAMW 3HAOCKOMUYECKOW AMArHOCTUKMK
y AaHHOM rpynnbl NauMeHToB sBAAlOTCH 330daroractpoay-
opgeHockonua (ArAC), TOHKOKMUILEYHas W TOJNICTOKMLIEYHas
3HAOCKONMS, a TaKKe 3HAOCOHOrpaduyecKkoe nccnegoBaHue.
KonnyectBo anutennanbHbix o6pa3oBaHui B KT moxeT
6bITb BapnabenbHbIM (TaK e, KaK U pa3aMepbl) — OT eAUHKNY-
HbIX 4O HECKONbKMX cOTeH. [amapTomHble nonaunbl npu CIME
XapaKTepU3YTCS MHOro4oNb4aTon CTPYKTYpPOW, Manunnsap-
HbIM TUNOM MOBEPXHOCTKU, MOKPLITOM FMNepniIasvpoBaHHOM
YKENe3ncTon Cnm3ncTon 060/104KON. [pn OCMOTPE B peXmnmax
Y3KOCMEKTpaNbHOM BU3yann3aLmmn U yBENNYEHUS USMEHEHUS
COCYAWUCTOro M SIMOYHOIrO PUCYHKOB COOTBETCTBYIOT 1-My Tvny
no kKnaccudukaumm Narrow-Band Imaging International
Colorectal Endoscopic (NICE). MNpu MHCTpyMEHTanbHOM Nasib-
nauuMmM oTmMevaeTcs MJOTHOCTb CTPYKTYpbl 06pa3oBaHui
B CBSI3M C Ha/IMYMEM MHOMKECTBEHHbIX PA3BETB/IEHHbIX Ape-

BOBMAHbIX MYYKOB [MafgKMUX MbllEYHbIX BOJOKOH B CTPOME,
YTO AIBASIETCA BaXKHbIM AP dEpPeHLManbHO-AUarHOCTUYECKUM
NPU3HAKOM B CPaBHEHUW C aAEHOMATO3HbIMM MOAMMaMMU
KT [7]. CnegyeT OTMETUTD, 4TO Y NauneHToB ¢ CIE Bo3MOX-
HO GOPMUPOBAHUE HE TONBKO raMapTOMHbIX, HO U ageHoMa-
TO3HbIX 06pa30BaHUI, OBGHapPYXEHUE KOTOPbIX MOXKET cTaTb
NPUYUHON OWKMBOYHOrO AMarHo3a [8]. SHAocKonu4yecKas
TaKTUKa Jle4eHus anutennanbHbix o6pa3oBaHuin KT aHa-
NIOTMYHA W3NOXKEHHOM B peKoMeHaauusax, pas3paboTaHHbIX
EBponencknum o6LWecTBOM raCTPOMHTECTUHASIbHbIX 3HAOCKO-
nuctoB (European Society of Gastrointestinal Endoscopy;
ESGE) n AmepuKaHCKOW KoOfnermenm racTtpoaHTEpOnoros
(American College of Gastroenterology; ACG) anst B3pocsbix
nauneHToB (puc. 1). B cBA3M C BbICOKMM PUCKOM pPa3BUTUS
ANUTENUaNbHbIX 06pa30BaHMin B TOHKOW KULLKE MauueHTam
¢ ClE pekoMeHO0BaHO TaKXe NpoBeaeHMe KancynbHON TOH-
KOKMLIEYHOW 3HOOCKOMUK M ABYXOANIOHHOM 3HTEPOCKOMUM,
NoKasblBaloWmx 60MblUyl0 AUArHOCTUYECKYIO TOYHOCTb MO
CPaBHEHMIO C PEHTIEHONOMMYECKUM nccnegoBaHmem [9-11].
Kpome Toro, metoa AByx6aniOHHOM SHTEPOCKOMNUK NCNOSb3Y-
€TCsl TaKXe Ans 3HAOCKOMMYECKOoro yaaneHus obpasoBaHui
W YMEHblLEeHNUS 06beMa 60JIbLLMX XMPYPrUYECKUX OnepaLuni.
Mpy nogo3peHnn Ha 3N0Ka4yeCTBEHHbIE HOBOOOPa30BaHUA
noaxenyao4yHow enesbl y nauneHtoB ¢ CIE pekomeHao-
BaHO 3HAOCOHOrpaduyeckoe wccnegoBaHve, obnagatouiee
BbICOKOM YYBCTBUTE/NIbHOCTbIO W cneunduyHoctblo [12].
MpoBefeHne CKPUHUHIOBBLIX 3HAOCKOMWYECKUX MCCNeaoBa-
Hur npu CINE HaymMHaeTca B Bo3pacte 8 feT (Mo NoKa3aHu-
AM — paHblie) (Tabn. 2).

Ta6nuua 1. HacnefnctBeHHble NOAUMNO3bl. ATMONOIUSA, PEHOTUNUYECKME OCOBEHHOCTU 1 OMYXONEBLIN PUCK [2]
Table 1. Hereditary polyposes. Etiology, phenotypic features, and tumor risk [2]
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HacnepcrtBeHHble Puck
leHeTH4YecKue PuckK nopaeHusa _
MoJIMNO3Hble KOJIOpEKTaNIbHOro [Apyrue nposiBNeHUs / onyxonesblid PUCK
MyTauuu Apyrux otaenoB KT
CUHAPOMBI paka
CHHAPOMbI raMapTOMHbIX MO/INMN030B
STK11 Henynok: 29% MurmMmeHTaums KpacHom KaniMbl ry6, pak MOJIOYHbIX
CuHapoM o o TOHKMI KMLIEYHMK: 13% wenes (32-54%), anyek (15%), maTku (9%),
. (80-94%) 15-57% . o o
MNentca — Erepca AD MopxkenynoyHas lenKkn maTku (10%), auyHuKoB (21%),
wenesza: 11-36% nerkux (7-17%)
Makpougedanus, MakynsipHas nurMeHTaums
rONOBKM MOSIOBOTO YieHa, TPUXOEMMOMBbI,
PTEN o NafJOHHO-NOAOLWBEHHbIN KEPaTO3, BEPPYKO3HbIE
Accoumaummn r
Cungpom KoyaeHa (70-80%) 9-16% nany’sbl KOXW Nnua, pacCTponCcTBa ayTUCTUHECKOTO
He BbISIBNIEHO
AD CMeKTpa; paKk MOSTIOYHbIX enes (25-85%),
LUMTOBKUAHOM Xenesbl (3—38%), aHaomeTpus
(5-28%), pak noyek (15—34%), menaHoma (6%)
. SMAD4; Henynok / TOHKuU# Mponanc MUTpanbHOro KnanaHa, aedexkt
HacneanctBeHHbIN .
. BMPR1A o KULLEYHUK / MEMIKENYA0HKOBOW NEePEropoaKHn, anunencus,
IOBEHWU/IbHbIN N 39-68%
(40-60%) nogenynovHas BPOX/AEHHblE aHOMaNWK rNasa, TeneaHrMakTasuu,
nonnnos
AD wenesa (21%) apTepuanbHble aHeBPU3Mbl
CHHAPOMbI a€HOMaTO3HbIX M0J/INN030B
OCTEeOMbI, KUCTbI CasbHbIX XKenes,
12-nepcrrian 3nMaepMonaHble KUCTbl, GUBPOMBI
CemeiiHblit APC CAM 100% KWwKa: 4—12% HMHOM;‘(CF;H ﬂM Foaont). o gm o
aAeHoMaTo3HblI (70-90%) ATTEHYMPOBAHHbIN Henygok: < 1% AP PAHEPa); BPOXA .
o reTepoTonusa NMUrMEeHTHOr O 3ANUTENNS CeTYaTKK;
nonunos (CAM) AD CAN 70% MopxkenynoyHas
wenesa: 1.7% renato6nactoma, 4ECMOUAHbIE ONyX0/1, ONYXOn
T LHC (< 1%) v wutoBMAHOWM eneabl (1-12%)
MUTYH- MUTYH *enynor: 1% PaK SM4HUKOB, MOYEBOTO My3bIPS, MOIOYHbIX
acCoLMMPOBaHHbIN (16-40%) 19-43% 12-nepcTHas i y3bIps,
*Kenes, s3HAOMETPUS (PUCK HEU3BECTEH)
nonvnos AR Knwka: 4%

Mpnumeyvarme. KT — Kenyao4yHO-KULIEYHbIV TpaKT; AD — ayTOCOMHO-AOMWHAHTHbIN TUN HacnefoBaHUs; AR — ayTOCOMHO-PEeLECCUBHbIV TUM
HacnenoBaHus.

Note. GIT (XXKT) — gastrointestinal tract; AD — autosomal dominant inheritance; AR — autosomal recessive inheritance.
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Puc. 1. TakTMKa 3HAOCKOMUYECKOr0 yaaNeHus anuTennanbHbix 06pa3oBaHNii TONCTOM KULLIKKU, COMMAacHO KIMHUYECKMM pekomeHaaumsam ESGE [34]
Fig. 1. Endoscopic removal of colon epithelial lesions as per ESGE guidelines [34]

HoBooGpa3oBaHUA TONCTON KULLKKU |

v

v

| HoBo0o6pa3oBaHUsi Ha LIMPOKOM OCHOBAHUU U/IN MJIOCKHE |

HoBooGpa3oBaHue Ha HOXKe

v

v

v

v

v

MuHUManbHbIX
pasmMepoB < 5 Mm
XonogHas netnesas
NOSIMNIKTOMMS
NS LOCTUKEHUS
pe3eKLUMn eanHbim
6/710KOM

Manbix pasmepoB
6-9 Mm
XonofHas netnesas
NOMUN3KTOMUSA
NS LOCTUXEHUS
peseKummn eanHbIM
6/10KOM

Pasmep > 10 mm

Pa3mep rosioBku nonamna
< 20 MM M TONWMUHA
HOXKM nosmna < 10 mm
[opsivasi netnesast
NOAUNIKTOMMS

[lononHuTeNbHble 3HAO0CKONUYECKUE METOAUKMN
(onpeaeneHne HaNU4UA NOACIU3UCTON UHBA3UM)

v

v

Pa3mep ronosku noauna
> 20 MM UM TONLMHA
HOXXKM nonuna > 10 mm
MHbekuma 1 : 1000 agpeHanvHa
n/Vnn npodunakTMyecKknm
remMocTas c nocnegyroulien
ropsiuev netnesom
NOAUN3KTOMUEN

HoBooGpa3oBaHue 6e3 UHBa3Un

Mopo3speHne Ha NOACAU3UCTYIO UHBA3UIO

v

v

v

v

CpepgHuit pasvep 10-19 mm
[opsiyas netnesas
NOSIMNIKTOMMUS.
MpenBapuTenbHas MHbEKLMS
B MOACNU3UCTbIN COM
[N YMEHbLUEHNUS pUCKa
rny6oKOro TEXHUYECKOro
NoBPEXAEHUS

Bonbwux pasamepoB > 20 Mm
JHOOCKOMMYEeCKas pe3eKums
C/IM3UCTON 0BONOYKM eANHbIM

6NIOKOM 191 JOCTUKEHMUS
pesekumn RO. Ecnu

BbINOSIHUTb 3HAOCKOMUYECKYIO

Pe3EKLMI0 HEBO3MOXHO —
BbIMO/IHUTL PparmMeHTapHyo
3HAOCKOMMUYECKYID PEe3EKLMI0
CNU3UCTON 0BO0STOHKM.
Ecnv o6pazoBaHue
pazmepom > 40 Mm
WK B CIOXKHOM MecTe —
HanpaBUTb B 3KCMEPTHbIN LEEHTP

Mopo3peHue
Ha NOBEPXHOCTHYIO

NoAC/NU3UCTYIO MHBa3Uio
TaTya)X TONCTON KULLIKK Ha 3 cm
[uctanbHee HOBOOGPa30BaHMs.
HanpaBuTb B 3KCMEPTHbLIN LIEHTP

NS fanbHENWen pe3exkumm,

WM 3HOOCKOMUYECKOM

NOLCAN3UCTON AUCCEKLMMU,

WM XMPYPruyecKow onepawmm

Mopo3peHue Ha ryGoKylo
NOACIU3UCTYIO MHBa3UIo
TaTyak TONCTON KULLKK Ha 3 CM
auctanbHee HOBOOGPA30BaHMS.
HanpaBWTb Ha XMPypruyecKyto
onepauuio

Ta6nuua 2. OCHOBHbIE NONOXEHNUS KIMHUYECKMX peKoMeHaaunn ESGE n ACG no HabntoAeHUIo U IeHeHUIo NaLMeHTOB C HacneACTBEHHbIMU

NoNMNO3HbIMKU CUHAPOMaMK [2]

Table 2. Summary of ESGE and ACG guidelines on follow-up and management of patients with hereditary polyposis syndromes [2]

UccnepoBaHue

Bo3pacT Hayasia CKpMHUHTIa, rofbl

BpeMeHHOW UHTepBan, rogbl

CemeliHbIi ageHoOMaTO3HbIH MOJINMN03

arac

25-30

TonCTOKMLIEYHas 3HAOCKONUS

ACG — 10-15; ESGE — 12-14

MUTYH-accoynmupoBaHHbIH MNOJINMNO3

arac

25-30

ToncToKMLweYHas aHAO0CKONUA

ACG — 25-30; ESGE — 18

Cungpom lMestya - Erepca

arac

8 (ecnu HET NOAMNOB, MOBTOPHOE MUccneaoBaHue B 18 ner)

ACG — 3; ESGE — 1-3

ToncToKkuweYHas 3HAOCKOMNUS

8 (ecnu HeT NosMnNoB, NOBTOPHOE nUccnenoBaHme B 18 ner)

ACG — 3; ESGE — 1-3

TOHKOKMLLEYHas aHgocKonus /
MPT 6ptoLWHOM NON0CTH

8 (ecnu HET NoAMNOB, MOBTOPHOE MUccnenoBaHme B 18 ner)

ACG — 3; ESGE — 1-3

OHA0-Y3WU noaxkenyaoyHow xenesbl /
MPT naHKpeaTobunnapHom obnactu

30

ACG — 3; ESGE — 1-3

HOBeHUNbHbIN NO/INNO3

arac

ACG — 12-15; ESGE: mytaunn SMAD4 — 18, BMPR1A — 25

TONCTOKULLEYHAs SHAOCKONNUS 12-15 -
CuHgpom KoyaeHa

arac 15 2-3
ToncrokuieyHas 3HAOCKOMNUA 15 2

lNpumevanune. ATQC — a3odaroracTpoayoieHOCKOMuUS.
Note. EGD (3riC) — esophagogastroduodenoscopy.




Puc. 2. NMonun Mentua — Erepca B TONCTOM KULLKe. A — rUcTONOrM4yeckoe nccneaoBaHune. B ocHoBaHWM Nonnna onpeaensoTcs NyvyKku
rnagKoMblLIEeYHbIX BONOKOH ¢ GOpMUPOBaHWEM APEBOBUAHON KoHdUrypaumn. OKpacka reMaToKCUIMHOM U 303UHOM. YB. X40.

B — nMMyHOrncToxmmmyecKkoe nccnegoBaHune. Ikcnpeccns SMA B rnagKoMblLLEYHbIX BOIOKHaXx. YB. X80

Fig. 2. Peutz-Jeghers polyp in the colon. A — histological examination. Smooth muscle fibers with tree-like structure were determined in the
bottom of polyp. Hematoxylin and eosin staining; X40. b — immunohistological analysis. SMA expression in smooth muscle fibers; X80

Monunbl MNenTua — Erepca MMEKOT XxapaKTEpHOE IUCTO-
NlorM4yeckoe CTpPoeHue: ANsi HUX CBOMCTBEHHA BOpPCUHYaTas
apxuTeKTypa C ApPeBOBMAHO BETBAWMMUCH TMafKOMblLLEY-
HbIMW 37IEMEHTaMK B OCHOBaHMW. [Monunbl MenTua — Erepca,
JIOKaNM30BaHHbIE B XeyaKe, 4acTo MOpPdOSIOrMYeCcKU HeoT-
NIM4UMbI OT IOBEHWJIbHbBIX WU TUNEPNAACcTUYECKUX NOJIUMOB
[13, 14], B cBA3M C YeM B TaKUX Cy4yasx BCeraa BaxHa Kop-
penaums ¢ KNIMHUYECKUMU U 3HAOCKOMUYECKUMU JaHHbIMU
(puc. 2A, B).

CuHgpom KoyaeHa (OMIM #158350) oTHocKTCS K rpyn-
ne raMapTOMHbIX MOMIMMNO30B, HacneayeTcs Mo ayToCoM-
HO-AOMWHAHTHOMY TWMy, NaToreHe3 pas3BUTUSA CBSA3aH
C MHaKTuBauuen reHa PTEN. C nospexaeHunem reHa PTEN
TaKXe COMPS)KEHO pasBUTME ABYX APYrMX CUHAPOMOB —
Nepmutta — [iokno u baHHasHa — Pawnu — PyBanbKabbl.
XapaKTepHon 0COBEHHOCTbIO BCEX TPEX CUHAPOMOB SIBMSIET-
csi 06pa3oBaHME MHOXECTBEHHbIX raMapToM B pasinyHbIX
opraHax 1 TKaHsx, Brkmodasa KT (cMm. Tabn. 1).

Mo gaHHbIM 3apyberKHOM nuTepaTypbl, HaMbonee 4acTbl-
MW BapuaHTaMu fIoKanuM3auuu anutennanbHbiXx 06pa3oBa-
HUi B XKT aBnatotca »enynokK (75%), Toncras kuwka (66%),
nuwesof (66%) 1 12-nepctHasn KuwwKa (37%) [15].

JHAOCKOMMYeCcKas KapTUHa M TaKTUKa Jie4yeHus ramap-
TOMHbIX NOJIMMOB NpU cuHApPome KoyaeHa aHanornyHbl Tako-
BbIM npu CIE [7] (cM. puc. 1). TakKe Npu 3HAOCKOMUYECKOM
nccnegoBaHUMM BO3MOXHO BbIIBEHWME YHACTKOB [JIMKOre-
HOBOr0 akKaHTo3a C/MM3UCTON 060MI0YKM MULEBOAA B Buae
MHOXECTBEHHbIX MIOCKO-BO3BbIlWAaloWKUXc 6enecoBatoro
LBeTa 3MeHeHun paamepamun 1—-2 mm B gnametpe [16].

Opyrumu xapaKTepHbIMU KIIMHUYECKUMU MPOABIEHUSA-
MW cuHapoMa KoyaeHa aBnsioTcs MaKpouedanus, pac-
CTPOMCTBaA ayTUCTUYECKOro CreKTpa, 3aJep)KKa YMCTBEH-
HOro PasBUTUA W KOMHble U3MEHEeHWss — MaKynapHas
NMUrMeHTaLMs FONI0OBKU MOMNOBOro 4YfeHa, TPUXONEMMOMbI,
NaJlOHHO-NOAOLWBEHHbLIN KepaTo3, BEPPYyKO3Hble nanysbl
KOXM nuua [17] (cMm. Tabn. 1). NpoBeaeHne CKPUHUHTOBbIX
3HAOCKOMUYECKMX UCCNefoBaHWU HavyMHaeTcs B BO3pacTe
15 net (cm. Tabn. 2).

Monunbl KT npu PTEN-cuHapomax moryT 6biTb npea-
CTaB/leHbl Pa3/IMYHBbIMU TUCTONOTMYECKUMU TUMAMU U UX
KomburHaunsamu [18]. Hanbonee 4acto BCTpevatloTcs runep-
naacTMyecKkne, raMapTOMHbIe, OBEHW/IbHbIE MONUMbI, alE€HO-
Mbl U FaHITMOHENPOMbI [14], Npu 3TOM runepniacTuyecKkme
nonunbl camu No cebe He ABASAITCA AMarHOCTUYECKUMU
ans cuHgpoma KoyaeHa.

B 12-mepcTHOM KULWIKe 4allle BCEro onpeaenstrcs
ramapTOMHbI€ MONUMbI, FAHINIMOHENPOMbI U afeHoMbl [14].
Y 60nbWKHCTBaA MaUMEHTOB [AWArHOCTUPYIOTCA MOMAUMbI
}enygka [19], 4HacTo MHOXeCTBEHHble, AnameTpom 1-20 Mm
1 6onee, rMCTONOrMYECKM NPeACcTaBNeHHble rnnepnnacTuye-
CKMMW W ramMapTOMHbIMUK nofavnamu. ncnnasusa B HUX He
onucaxa (puc. 3).

HacneactBeHHbIN t0BEHWNbHbLIM nonuno3 (HKOM; OMIM
#175050, 174900) oTHOCUTCA K rpynne raMapTOMHbIX MOn-
no30B, HacnegyeTcs MO ayTOCOMHO-AOMUHAHTHOMY TwMy,
natoreHes pa3BuTna B 60% HabnloaeHW CBA3aH C MyTaLus-
Mu B reHax SMAD4 n BMPR1A, koTopble B 25-50% cny4yaeB
BO3HWKaOT de novo [6]. PacnpocTpaHeHHOCTb B NONynsumm
coctaBnser 1 Ha 100 Tbic. [20]. 3aboneBaHne xapakTepu-
3yeTc HalMYMeM MHOXKECTBEHHbIX 3anuTenuanbHbiXx obpa-
30BaHMM B pasnuyHbix otgenax KT, npenmyuiectBeHHO
B TOJICTOW KULWKe. KOBeHUNbHble nonunsl npu HKOM moryt
BO3HMKaTb B JIIOOOM BO3pacTe.

Puc. 3. [aMapTOMHbIN NOANN aHTPaNbHOro OTAeNa XenyaKa

y nauueHTa ¢ cuHapomMoMm KoyaeHa, rmMcTonornyeckoe
uccnegoBaHue. MnepnnasvpoBaHHbIE U U3BUTbIE XKeNyA0UHble
MKW, KUCTO3HO paclunpeHHas xenesa. CTpoma ¢ BocrnanutebHbIM
MHPUNBLTPaTOM. OKpacKka reMaToKCUIMHOM U 303UHOM. YB. X80
Fig. 3. Hamartoma polyp of the antrum in a patient with Cowden
syndrome, histological examination. Hyperplastic and convoluted
gastric pits, cystic dilatation of the gland. Stroma with inflammatory
infiltrate. Hematoxylin and eosin staining; X80
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XapaKTepHbIMU 3HAOCKOMUYECKMMU OCOBEHHOCTAMM AaH-
HbIX 06pa3oBaHMM ABNAOTCS KPYMNHbIM pasmep, NOABUIKHOE
chopmMmnpoBaHHOE OCHOBaHWe, rMnepeMmpoBaHHas NnoBepx-
HOCTb, 06YC/NIOB/IEHHAsA YCUNEHHBIM U3BUTbIM MUKPOCOCYANC-
TbIM PUCYHKOM, W FYCTOW HaNeT CIM3M Ha NOBEPXHOCTM.

Mpn MopdOIOrM4ecKkoM uccneaoBaHMM oOTmevatoTcs
OTEK COOCTBEHHOM MNACTUHKM CIIM3UCTON 060JI0YKHU, KUCTO3-
Hble »Kenesbl B CTPYKType o06pal3oBaHus CO CAW3UCTbIM
COAEPKMMbBIM U MPUMECHIO HeNMTpodunos [21].

Menkue toBeHunbHble nonunbl npu HIOM HeoTAnYMMbI
OT cnopaguyeckux. Mx noBepxHOCTb 4acTO 3pO3MpoBaHa,
CTpOMa OTeYHa, C BblpaxK€HHOW BOCMNaNUTENIbHON WUHOWUIb-
Tpauuen, BCTpPeYaloTCs KWCTO3HO paclUuMpeHHblE Kenesbl
C peaKTUBHbIMU U3MEHeHUsaMU anuTenus (puc. 4). B mynb-
TUNOBYNSPHbBIX MW aTUMUYHbIX BapuMaHTax NoMnoB NoBepx-
HOCTb MOXET ObITb A0/SbYaTOW, OTMEeYaeTcs BeTBIEHUE
M NMOYKOBAHME }enes, a KUCTO3HbIE U3SMEHEHUS BblpaXeHbl
B MeHbluen cTeneHn. Oyaru gucnnasuun anutenns BcTpeya-
I0TCH AOCTATOYHO 4YacTo, OCOBEHHO B MyJ/IbTUNOOYIMPOBaH-
HbIX MW aTUNKUYHbIX Nonunax [22].

HOBEHUNbHbIE MOAUMbI KEeNydKa XapaKTepu3ylTcs Bblpa-
YEHHOM POBEONSPHOM runepniasnen, 0TeEKOM CTpoMmbl. [uc-
nnasuns otMevaetcs B 15% nonvnos. bbiBaeT KpanHe 3aTpyaHu-
TeNIbHO AOCTOBEPHO AnddepeHLMpoBaTb rmnepniacTuiyecKkune,
IOBEHWUSIbHbIE NONUMbI M Nonunbl [MenTua — Erepca »enyaka Ha
OCHOBaHMM TONIbKO MCTONOMMYECKMX AaHHBIX, MO3TOMY B TaKMX
cnyyasx JOMyCTUMO MCMOAb30BaTb TEPMUH «ramMapTOMHbIN
nosun, 6e3 AONOSHUTENbHbIX YCNoBui» [13, 14].

[N 10BEHWNBHOIO NOAMMNO3a, CBA3AaHHOIO C MyTauMsiMu
B reHe SMAD4, xapaKTepHbl 6onee Taxenble peHoTUnmye-
CKMe nposiBieHus 3aboneBaHus B BWAE MHOMKECTBEHHbIX
COCYAMUCTbIX aHOMalMn — apTepuoBEHO3HbIX Manbdopma-
LMK, TeneaHrMaktasuMm W, Kak cneactBue, MnoBbIWEHHOro
pUCKa pa3BuUTUA KpoBoTeveHus [23]. Hepeako KanHMYecKas
MaHudecTaums 3aboneBaHns NPOUCXOANT BCEACTBME pas-
BUTUS XKENYOOYHO-KULLIEYHOro KpoBoTeyeHus [24]. Y nauu-
eHToB ¢ HIOI oTmevaeTcss BbICOKMM pUCK pazButua KPP
(39-68%) 1 3n10Ka4YeCTBEHHbIX OMyXONewn xenyaka, TOHKON
KULIKK 1 NoaxKenyao4How xeneabl (21%), BO3HMKaloLWMX npe-
MMYLLECTBEHHO B BOo3pacTe cTapue 15 net (cm. Tabn. 1, 2).
B cBA3M ¢ 4eM gaHHOM rpynne nauueHToB Npu OTCYTCTBUMU
KIMHUYECKUX MPOSIBNIEHMN 3ab0neBaHUA PEKOMEHAOBAHO
npoBeAeHne AMAarHOCTMYECKMX SHAOCKOMUYECKMX UCChnepo-
BaHWM — TOJICTOKMLWIEYHOW 3HAocKkonun n AIQC — B BO3-

Puc. 4. HOBEHWUbHbBIN NONUMN TOJICTOM KULLKK, TMCTONOTMYECKOe
ncenegoBanune. OTEK M NIOTHbIM BOCNANUTENbHbBIM MHPUABLTPAT

B cTpoMe. KMCTO3HO paclmpeHHble KpunTbl. OKpacka
reMaToKCUIMHOM U 303MHOM. YB. X40

Fig. 4. Juvenile colon polyp, histological examination. Edema and
sclerotic inflammatory infiltrate in the stroma. Cystic dilatation of
the crypts. Hematoxylin and eosin staining; X40

pacte 15 net [25, 26]. CKPUHUHIOBbIE 3HAOCKOMUYECKUE
uccnefoBaHUs cneayeT MOBTOPSTb €XerogHo npu obHa-
pyxeHun nonunoB B KT unu Kaxgble 2—-3 roga, ecnu
TakoBble He onpegenstotces [25, 26] (cM. Tabn. 2). TakTMKa
fle4eHnUs ramapTOMHbIX MOMMMNOB aHasorM4yHa ooblenpu-
HATbIM CTaHAapTaM 3HAOCKOMMYECKOro NleYeHUs anuTenu-
anbHbIX 06pasoBaHuin KKT — netneBass MNOAMN3IKTOMMUS,
3HAOCKOMMYEecKas pe3eKkums Camsncton o06o0s04ku (IPC)
1 9PC ¢ gucceKkumen B NoAcnn3ncTom cnoe (cm. puc. 1). Mpwm
HEBO3MOXHOCTU MPOBEAEHUS IHAOCKOMMUYECKOrO fleYeHus
(6onbloe KoNn4yecTBo o6pa3oBaHnit, 0COBEHHOCTH IOKasun-
3aUuKn, MHBa3ns 06pas0BaHUi B MbILLIEYHbIN CNOM CTEHKM
M Mp.) NOKa3aHoO NpoBeJeHNEe XMPYPruyecKoro BmellaTenb-
CcTBa B 06beMe KONIKTOMMUU, raCcTPIKTOMUKU MK pe3eKLnn
TOHKOW KMLWKMK). [pn NOAO3PEHUM HA HANUYMEe raMapTOMHbIX
06pa30BaHNi B TOHKOW KULLIKE PEeKOMEHAOBaHO npoBeae-
HME TOHKOKMLILEYHOM SHAOCKOMWW, a TaKKe WHTpaonepa-
LIMOHHOM 3HTEPOCKOMWKU C LEeNbld MUHMMMU3aLMK ob6bema
pe3eKuMm TOHKON KULLKK [26].

CemeWnHbIM ageHomaTto3Hbin nonunosd (CAl; OMIM
#175100) oTHOCKTCS K rpynne ageHOMaTO3HbIX NMOAMMO30B
M SBASETCH CaMblM PacrnpOCTPaHEHHbIM HaCNeACTBEHHbLIM
NOAMMNO3HbLIM CMHAPOMOM. PacnpocTpaHeHHOCTb B MOMYASLIMK
coctaBnsieT 1 Ha 8—10 Tbic. HOBOpPOXAEHHbIX [2]. CAll xapaK-
TEPUIYETCs ayTOCOMHO-AOMWHAHTHLIM TUMOM HacneaoBaHus,
naTtoreHes pa3BuUTMA CBA3aH ¢ nospexaeHnem reHa APC [27].

Ona CAIl xapaKTepeH KpawWHe BbICOKMM PUCK pas3BU-
TUS paKa TONCTOM KMUIWKK, gocturaowmnm 100%. HecmoTps
Ha 70, 4yto KPP KpainHe peako pasBuBaeTcs y NauvMeHToB
Monoxe 20 feT, CKPUHUHTOBYIO TOJICTOKULLEYHYIO 3HAOCKO-
N0 HEOBXOAMMO BbIMOJIHATL ¢ Bo3pacTa 12-14 neT, 410
06YyCNOBIEHO CpOKamu GOPMUPOBAHUSA MEPBbIX ageHoMa-
TO3HbIX 06pazoBaHuK [28] (cm. Tabn. 2). B 3aBucumocTtun
OT Ko/iMyecTBa afeHOMaTO3HbIX 06pa3oBaHWM B TONICTOM
Kuwke CAIl pasgensatoT Ha Tpyu Gopmbl: cnaboBbliparKeH-
HYIO (@TTEHYMPOBAHHYIO), NPU KOTOPOW KOIMYEeCTBO 0ob6pa-
30BaHun BapbupyeT oT 20 go 100, ymepeHHyo (Knaccu-
yeckyl) — 6onee 100 ob6pasoBaHui, Taxenylo — 6onee
2000-5000 nonunos [29]. Ana ageHOMAaTO3HbIX 3nuTe-
NnanbHbIX 06pa3oBaHWi NpPU OCMOTPE B peXMMmax Y3KO-
CMEKTPanbHON BU3yann3aLnu U YBENUYEHUS XapaKTepHbl
M3MEHEHUS COCYAMCTOrO0 M SIMOYHOIO PUCYHKOB, COOTBET-
cTBylowMe 2-my Tnny no Knaccudukaumun NICE [30].

BbiiBNeHHblE anuTenuanbHble ob6pasoBaHus npu CAIl
nognexar 3HAOCKOMMYECKOMY YAaNEeHUIO WU XMpypruye-
CKOMY BMellaTenbCTBy (60/blUOE KOMM4ecTBO o0b6pa3oBa-
HWUW, OCOBEHHOCTM NoKanusauuu, MHBa3nsg obpa3oBaHui
B MblILUEYHbIW CIIOM CTEHKU U Np.) (CM. puc. 1).

Takke npu CAll B »Kenyoke MOryT onpeaensitbCs MHO-
YKECTBEHHble Nnonunbl GyHAANbHbIX XKenes3, MHOrAa 3aHu-
MalolMe BCe TENO M CBOA XeyAKa, XapaKTepusylolimecs
He6Oo/blUMMK pa3Mepamu, Mo LBETY He OTMYatowmecs oT
OKpYyKatollen CnM3ncTon 060/104KM, SHOOCKONMYECKoe yaa-
JIEHWe KOTOpbIX He NoKasaHo [31].

K BHEKMWLIEYHbIM NposiBNEHMAM 3a60/ieBaHNsa OTHOCATCS
OCTEOMbI, KMCTbl CallbHbIX enes, anNMAePMOUAHbIE KUCTbI,
Gnbpombl, BPOXKAEHHAS reTepoTONMa MUTMEHTHOMO AMUTENUS
CeTYaTKM, HapyLEeHUS MUrMEHTaLLMN KOXM (GEHOTUM CUHAPO-
Ma lapaHepa) [2]. Y naumeHToB ¢ CAll TaKkKe NOBbIWEH PUCK
pa3BuTMa renatobnactombl, AecMouaHoro dmbpomaTosa,
paKa LWUTOBWUAHOW Xenes3bl, OnyXofien LeHTpaabHOW HEPBHOWM
cucTembl, onyxonen apyrux orgenoB KT (cm. Tabn. 1).

MUTYH-accounmnpoBaHHbin nonuno3d (OMIM #608456)
OTHOCUTCA K rpynne ageHoMaTo3HbIX NOAWMO30B, Hacie-
JyeTcs MO ayTOCOMHO-PELLeCCMBHOMY TwMy, naToreHes
pas3BUTUS CBA3AH C HaMMYMEM TFETEPO3UIOTHbLIX MU KOM-
nayHAa-reTepo3uroTHolx mytauunn B reHe MUTYH [2]. Puck



pa3sutnua KPP y gaHHOW rpynnbl NauMeHTOB COCTaBASET
oT 19 g0 90%. TakKe oTMeYaeTcsi NOBbILEHHbIN PUCK pa3Bu-
TUS paKa enyaka, 12-nepcTHOM KULLKK U OMyXOoSien apyrux
nokanuzdauun (cm. Taén. 1). NMpun MUTYH-accounnMpoBaHHOM
nonvMnose Yyacto HabnoaaeTca coveTaHMe ageHOMaTO3HbIX
M 3y64yaTbix 06pa3oBaHNi. IHOOCKONMYECKAsa KapTMHa aje-
HOMaTO3HbIX 06pa3oBaHK aHanorn4yHa Takoson npu CAIl,
ans 3yb4yaTbiXx afeHOM Hanbosiee xapaKTepHbl NI0CKO-BO3-
BbllWaOWKUICA TUM, HaNWYMe Ha MOBEPXHOCTU CAU3U XKen-
TOro UBeTa — «MYLIMHO3HOW LWanKun», GecTtoH4YaTble Kpas,
MEeIKO3epHMUCTas MOBEPXHOCTb, MO LBETY He oTauyalouia-
ACA OT OKpyxatwen cnmsncton obonodkn [32]. TakTUKa
3HAOCKOMMYECKOTO fle4eHUs aHanorumyHa TaKoBOW Ans
nauyueHTos ¢ CAIl (cm. puc. 1). NpoBeaeHne CKPUHUHIOBbIX
3HAOCKOMUYECKMX MCCNefoBaHUI MPU OTCYTCTBUMU KIMHMU-
YEeCKMUX NposiBNEeHNN 3ab6oneBaHns NPOMCXOAMT B BOo3pacTe
18-30 net (c™m. Tabn. 2).

K HacTosilemy BpemMeHu BbISIBNIEH elle psaa reHos, Mno-
BPEXKAEHNE KOTOPbIX CBA3AHO C Pa3BUTUEM MOUMOB W MOBbI-
LIEeHMEM OHKonornyeckoro pucka: POLE, POLD1, EPCAM,
RNF43, SCG5/GREM1 v ap., 0gHaKo WX pofib B pa3BUTUM
onyxonieBbix 3abofneBaHU y geTen OO0 KOHLa He scHa [2].
Kpome TOro, mo Bcen BMAMMOCTH, B psage cinydaes KPP Ha
doHe npeawecTByOWEro MOAMMNO3a Y MONOAbIX NaLUeH-
TOB MOXET MaHWdecTUpoBaTb B pamKax MYSbTUIOKYCHOIO
HacneacTBeHHOro onyxonesoro cuHapomMa (MINAS) [33].

Llenb uccnepoBaHmna

Llenblo HacToslero uccneagoBaHus SBASETCA onpeae-
NIeHWe PoNn MOJIEKYNAPHO-TEHETUYECKOTO TEeCTMPOBaAHUSA
W 3HO0CKOMMYECKOro o6cneoBaHns B AMarHOCTUKE U neve-
HWUW leTel ¢ HacneaCTBEHHbIMU MOAUNO3HbIMKU CUHAPOMaMM.

MATEPUAJIbI U METO1bI

B peTpocneKTnBHOe HabnwgatenbHOe uccriegoBaHue
6blNM BKIOYEHbl 17 MauuMeHToB C KIMHUYECKMMU MpPU3Ha-
KaMW Hacne[CTBEHHbIX MOJUMNO3HbIX CUHAPOMOB, O6pa-
TMBWMUxca B HUM geTckon OHKONOTMKU U FremMaTonormm Um.
J1.A. ypHOoBa ansl onpeaeneHns TaKTUKKU ie4eHuns 3a nepmoa
¢ 2013 no 2023.

BceM nauneHTam 6bls10 BbINOIHEHO MOSIEKYNSPHO-reHe-
TUYEeCKoe uccnefoBaHMe MyTeM CEKBEHWMPOBAHWUSA MnaHe-
M 415 oHKoaccouMnpoBaHHbIX reHoB meTogom NGS (next
generation sequencing), BKIOYalOWeEN reHbl, CBA3aHHbIE
C pasBWUTMEM HacneacTBeHHbIXx nonuno3os (APC, MUTYH,
STK11, SMAD4, BMPR1A, PTEN).

KomnneKcHoe 3HAOCKOMMYECKOe WccneaoBaHue Bepx-
HUX U HUXKHKMX otaenoB KT nposegeHo y 14 (82,3%)
nauueHToB. JHAOCKOMUYECKoe WccnefoBaHMe BbIMOMHA-
I0Cb C NMPUMEHEHWEM BCEX YTOUYHAOLLMX METOA0B 3HAOCKO-
NMUYECKON ANArHOCTUKM — OCMOTPa B PEXMMAaX Y3KOCMEKT-
panbHOW BM3yanu3auun v yBenuyeHus. Mpu nogospeHunu
Ha Hann4yune NoACNU3UCTbIX 06pa30BaHU B CTEHKE enya-
Ka 1 o6pasoBaHWi B MPOEKLUMU MNOAKENYAOHHOWN XKenesbl
npoBoAWAM 3HAOCOHOrpadumyeckoe uccnepgoBaHue. [pu
OBGHapyKeHUn anuTennasnbHbiX U HeanuTennanbHbIX o6pa-
30BaHUW B BEPXHWUX WM HWMKHUX oTtaenax MKT BbiNoAHSA-
JINCb 3HAOCKOMMYecKas wunuoBas GMONCUsa U/mnm TOHKO-
UrofbHas MyHKLMSA C LieNbio NpoBeaeHns MopdoorMieckomn
BepudUuKaumn amarHosa. [pn O0B6HaAPYKEHUU anuUTenmnanb-
HblX 06pa30BaHUM M BO3MOXHOCTU UX 3HAOCKOMUYECKOro
yaaneHusa nposoaunucek nonunakromun, APC n 3PC ¢ auc-
ceKuuen B NoACIM3MCTOM Cloe.

PE3Y/IbTATHI
B nccnegyemon rpynne n3 17 nauMeHToB C HanpaBuTeb-
HbIM AMArHO30M «HAaCNEACTBEHHbIA MOAUMO3HbIA CUHAPOM»

ManbyuKku coctaBunn 52,9% (n = 9), neBoykn — 47,1%
(n = 8), cpeaHnn Bo3pact — 10,7 roga. Mo pesynbratam
MOSIEKYNSPHO-TEHETUYECKOrO TeCTUPOBaHUS Oblin Bblaene-
Hbl cneaylolme rpynnbl NauMeHToB: C MyTauMaMK B reHax
STK11 (35,3%; n = 6), APC (17,6%; n = 3), PTEN (11,7%;
n = 2), SMAD4 (5,9%; n = 1), BMPR1A (5,9%; n = 1), MUTYH
(5,9%; n = 1), MLH1 (5,9%; n = 1). Y ogHOM NaUWEHTKK
¢ KPP Ha ¢oHe npeawecTBytoLLErO ageHOMaTO3HOro noaunna
BbISIBN€Hbl NaToreHHble BapuaHTbl B reHax ATM n CHEK2,
YTO CBMAETENbCTBYET O HaM4YMKU Yy HEe MyNbTUIOKYCHOro
onyxoneBoro cuHapoma (MINAS). Y ogHOM NauMeHTKU C MHO-
KECTBEHHbIMW FaMapTOMHbIMKU MOAMNAMK Tena Xenygka
M MHOXECTBEHHbIMU TFAaCTPOUHTECTUHANbHBLIMW CTPOManb-
HbIMKU onyxonsmu (FTMCO) Kenyaka naToreHHbIX MyTauun He
BbISIBAEHO (Tabn. 3).

Mo pesynbTataM KOMMAEKCHOro 3HAOCKOMMYECKOro
ncenegosanmga 14 (100%) naumentoB B 14,3% Habnwoae-
HUK (N = 2) anuTenuanbHble W HeanuTenuanbHble 06pa-
30BaHWA NOKanuM30BaiWCb TObKO B enyake, B 7,1%
(n = 1) — B »enyake u 12-nepcTHon KuwkKe, B 14,3%
(n = 2) — B enyake v TOACTOM Kuuke, B 7,1% (n = 1) —
B Xenyake, 12-nepCTHOW W TONACTOWM KuwKax, B 7,1%
(n = 1) — B 12-NnepCTHOM M TONCTOM KULIKaX, B TOM 4yucne
B 7,1% (n = 1) 310Ka4yecTBEHHas onyxonb 60/bLlOro Ayo-
[leHanbHOro cocoyka, B 7,1% (n = 1) — B TOWEN KULLIKeE,
B 7,1% (n = 1) — B TOHKOWM W TONCTOMN KULIKaX, N3 KOTOPbIX
B 7,1% (n = 1) oTMevyanacb 3/10Ka4eCTBEHHas OMNyxosb
TOJICTON KULIKK, B 28,6% (n = 4) — B TONCTOM KUILKE, U3
KoTopbiX B 7,1% (n = 1) AMarHoCcTMpoOBaHbl paK TOJCTOM
KWWKN 1 B 7,1% (n = 1) — 3n0Ka4yecTBEHHAs OMyxosb TOJ-
CTOM KULWKKW 6e3 anuTenmanbHbiXx 06pa3oBaHWin B ApPYrux
oTAenax TONACTOM KULKU. MHOXECTBEHHbIE anuTennanbHble
W HeanuTenuanbHble 06pa3oBaHna BEPXHUX U HUKHUX OTAe-
noB KT 6binu BbiaBfeHbl B 85,7% HabnwoaeHnn (n = 12),
euHUYHble — B 14,3% HabnaeHnn (n = 2).

PacnpepeneHne naumeHTOB B 3aBMCMMOCTU OT MOpPdO-
NIOFMYECKOro BapuaHTa BbiSiBAEHHbIX 06pa3oBaHui B KT
6bIN0 crnegylWwUM: ramapTomMHble nonaunsel (n = 2; 14,3%),
runepnnactuyeckre nonunel (n = 9; 64,3%), tOBEHWU/bHbIE
nonunbl (n = 1; 7,1%), ageHomsbl (n = 7; 50%), 3y64atble age-
HOMbI (N = 1; 7,1%), ageHoKapunHoma (n = 3; 21,4%) u T’Mco
(n=1;7,1%) (Tabn. 4).

BbisBNEeHHblE anuTeNnanbHble 06pa30BaHUS B XKenya-
Ke, 12-NepCTHOM KULLKE U TONCTOM KULWKe Yy 8 nauueHToB
(57,1%) 6biInK yaaneHbl METOAAMM SHOOCKOMUYECKON MOJn-
naktomuun 1 3PC. Y 2 naumneHTtoB (14,3%) 6bln1a BbiNoSHEHA
pe3eKumnsa TOHKOM KULLKK, B 2 clydasx NpoBeaeHa ToTallb-
Has KonakToMus (14,3%) u B 2 — ractpaktomus (14,3%).

Tpoe nauneHToB N3 ceMHaauatu (17,6%) BblObIIN N3-N0OA
HabnoaeHus, gaHHble 06 3HAOCKONMYeCcKoM 06¢ceoBaHnm
OTCYTCTBOBa/M.

OBCYXAEHUE

B onucaHHOM KoropTe nauMeHTOB C HacneACTBEHHbI-
MU MOAMMO3HBLIMW CMHAPOMaMKU OTMEYaNUCb BblParKEHHbIN
KIWMHUYECKUM NOoAMMOpdM3M M BapuaTUMBHOCTb BO3pacT-
HbIX PaMOK MaHudecTaumm 3ab6oneBaHnin. PeHoTunuYecKkne
nposiBiieHns 3abonieBaHU MOryT 6bITb 06LWMMK Ans psaja
HacneACTBEHHbIX MOAMMNO3HbIX cuHapomoB (CIE, cuHapom
KoyaeHna, HKOM, CAIN, MUTYH-accouMmnpoBaHHbIA MOAMMNO3),
YTO yKa3blBaeT Ha BaKHOCTb MPOBEAEHUS MONEKYNApHO-
reHEeTMYEeCKOro TeCTUPOBaHMA MaLMEHTOB C NOLO3PEHUEM
Ha HacneacTBEHHbIM xapaKTep 3a60/eBaHus ¢ Lefbto onpe-
AeNeHns onTuManbHoOro o6bema AMarHoCTUHECKMX METOAOB
W TaKTUKKM neveHuns [6, 71.

Kak BnaHo n3 1abn. 3, oaHn 1 Te e mopdosnornyeckne
BapuaHTbl HOBOOGpa3oBaHKi XKKT BcTpeyatoTcs Npu pasHbixX
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Ta6nuua 3. XapaKTepucTKa NauneHToB ¢ HacneACTBEHHbIMU NMOAUNO3HLIMU CUHAPOMAaMMU
Table 3. Characteristics of patients with hereditary polyposis syndromes

He BbIiB1EHO

Nonunbl TeNa *xenyaxa.
MHoecTBeHHble MICO xenyaka.
(puc. 11)

CuHapoMm 6 (35,3) M — 6 net HeT gaHHbIX HapyweHve nurmeHTaumu,
MNentua — Erepca [BYCTOPOHH$SI TMHEKOMACTUS
(STK11) c 2,5 nert, mytauus B reHe STK11
(puc. B) y MaMbl 1 cecTpbl, PTK y 6a6yLuKu
(40 net), PMX'y npababyliKku
M — 8 net HeT gaHHbIX HapyweHve nurmeHTaumm
M — 11 net HeT gaHHbIX HapyweHve nurmeHTaumm
M — 6 net AnutennanbHble 06pa3oBaHus HapyweHve nurmeHTaumm
TOLLEN KULLIKK
W —4roga [amMapTOMHbIV NOAIMN Tena Xenyaxka HapyweHve nurmeHTaumm
X — 5 ner [Mnepnnactuyeckune Noaunb HapyweHve nurmeHTaumm
enyaka n 12-nepcTHOM KULWKKU
HacnefncTBeHHbIN 2(11,8) M — 18 net MHoOeCcTBEHHbIE NoAUMbI femopparuyeckue
IOBEHUNbHbIN NOANMNO3 B TO/ICTOM M TOHKOW KuLKe, PTK apTepMoBeHO3Hble ManbdopmaLum
(SMAD4,n =1, 5,9%; NErkux, nedyenu, KT
(BMPR1A,n =1, 5,9%) M — 8 net MHO€eCTBEHHbIE IOBEHU/bHbIE MyTtauus B reHe BMPR1A 'y mambil,
(puc. 6) NoNuMbl B TONCTON KULLKE PTK — y npageaywku n 6abyLuKku,
pak MOYeBOro ny3blps — y fefa
CuHapom KoyaeHa 2(11,8) M — 5 net Y4yacToK runepnnasum Mnepnna3us He6HOM MUHAANUHDI
(PTEN) KapanoasodareanbHOro cnpaga 2-# cT. Mytauus
(puc. 7) nepexoaa, bAC n po6aBo4HOro B reHe PTEN y oTua,
naHKpeaTU4YecKoro cocoyKa. B reHe SDHB — y matepu.
EAWHWYHBIE anuTeNnanbHble
o06pa3oBaHus (runepniactTmyeckue
NOJIUMbI) TONACTON KULLKK
K — 14 net MnepnnactTuyeckune nNoaunbl OnurodpeHunsi, MHOXEeCTBEHHbIN
aHTpanbHOro oTaena xenyaka drnbpomatosd 06enx MONOYHbIX
1 NoCTOYyNb6GapHbIX OTAEN0B Kenes, MHOroy3nosow 306, nonun
12-nepcTHOM KULLKM. aHAoMeTpus. MpoToKoBas KMUCTa
AneHoma NPSMON KULWKK MOJIOYHOW YKenesbl y Mambl,
BHYTPUMNPOTOKOBAas KMCTa MONOYHOM
eneably Tetn, PMM y 6a6yLiku
CeMenHbIn 3(17,6) M — 7 net dopmupyoLmincs nonmn JecmounaHblit dubpomaTtos ¢ 1 roaa,
aleHOMaTO3HbIN TOJSICTOM KULLIKK B 6 neT nunodmnbpomatos ¢ 3 net
nonunos K — 18 net MHOeCTBEHHbIE NOAUMbI Onyxo/b GPIOLLIHOM NOMOCTH,
(APC) TOSICTOM KULIKK COCTOSIHME Moc/e ToTalbHOM
(puc. 8, 9) KON3KTOMMUM B 14 neT.
MonMno3 TONCTOM KULLKK Y OTUa
X — 11 net MnepnnacTMyecknm nonun Tena [ecmounaHblit drubpomaTtos ¢ 8 mec.
wenyaka. MHOXeCTBEHHbIe AeHOMaTO3HbIM NOANNO3
TY6YNspHble aAeHOMbI TOJSICTOTO KMLWEYHUKA Y MaMbl,
TONICTON KULLIKK KON3KTOMMUS B 36 net
MUTYH-accouuunpo- 1(5,9) X — 14 net AneHoKapunHoma B1C MHoroyanoBow 306, xansi3uoH
BaHHbIV NOIMNO3 12-nepcTHOM KULLKM. JIEBOr0 BEPXHEro BeKa
(MUTYH) MHOXeCTBEHHbIE NOAUMbI
(puc. 10) TOSICTOM KULIKK
CuHApoM JTnH4ya 1(5,9) M — 17 net AZleHOKapLuMHOMa NPSMOM KULIKK. PaK rnoTku y aeaywku,
(MLH1) MHOeCTBEHHble aAeHOMbl paK xenyaKka y 6abyLKu
BOCX0AsALEeN 060A0YHON KULLKK
MINAS 1(5,9) X — 15 net AfeHOKapuMHOMa BOCXOASLWEro Y MaMbl AMcnnasus Wenkn MaTku,
(ATM + CHEK2) OTAeNa TONCTON KULLKK y 6abywku PMXK, y aegywkm —
pak MO4YeBOro ny3blps
MyTauuwn 1(5,9) w—15 MHOeCTBEHHble raMapTOMHble HenonHasa Tpuaga KapHes —

y3/10BO€e 06pa3oBaHe 1eBoro
nerkoro, N'MCO xenyaka

lNpumevanme. BAC — 6onbliov ayoaeHanbHbin cocoyveK; TMCO — racTponHTeCTMHaNbHas CTpoManbHasa onyxosib; PTK — paK ToNCTOM KULLKK;
PMM — pak monoyHow enesbl; KT — xenygo4yHO-KUILEYHbIR TPaKT.

Note. MDP (BC) — major duodenal papilla; GIST (TMCO) — gastrointestinal stromal tumor; CC (PTK) — colon cancer; BC (PMX) — breast

cancer; GIT (HKT) — gastrointestinal tract.




Puc. 5. [amaptomHble nonunbl npu cuHapome MewnTtua — Erepca.
OTMevaloTCsi MHOXECTBEHHbIE aNUTeNnanbHble 06pa30BaHus

C MHOro0NbYaToM CTPYKTYPOR, pa3pbiXNeHHOM

1 TUNEepPeMUpPOBaHHON NOBEPXHOCTbIO

Fig. 5. Hamartoma polyp at Peutz-Jeghers syndrome.

Multiple epithelial lesions with multilobar structure, loosened
and hyperemic surface

Puc. 7. lamapTomMHble anuTennanbHble 06pa3oBaHUs TONCTON
KULLUKM NPU OCMOTPE B pexxume 6enoro ceeTa. OTmeyvatotcs
MHOX€ECTBEHHble 06pa30BaHus, 0BalbHOW U OKpyrion GopMmbl,

Ha LWMPOKOM OCHOBaHMUU, C ragKoK, 61eH0-pO30BOro LBeTa
NMOBEPXHOCTbIO

Fig. 7. Hamartomatous epithelial lesions of the colon in white light
examination. There are multiple lesions, oval and round-shaped,
on wide base, with smooth pale pink surface

HacneACTBEHHbIX OMyX0NeBbIX CUHAPOMAX, HanpUMep, runep-
nnacTMyeckre Nonaumnbl MOryT GbiTb AacCOLMMPOBaHbI C MyTa-
umamum B reHax STK11, PTEN wn APC. duddepeHumnanbHyto
AMArHOCTUKY TaKXe HYXHO MPOBOAWTb C CUHAPOMOM JIMH4a
(HacneacTBEHHbIM HEMOMMMNO3HbLIM PAKOM TOJSICTOrO KULLEYHH-
Ka), MyIbTUOKYCHbIMU BapUaHTaMu OMyxofeBbIX CUHAPOMOB
M HeHacneACTBEHHbIMWU COCTOSIHWUSIMK (MOJHAs M HemnomnHas
Tpvaga KapHest). OnTMManbHbIM METOAOM 06GcnefoBaHUeEM
NnaLMeHTOB C NOAO3PEHNEM HA HACNEACTBEHHbIV NMOMUMO3HbIM
CUHAPOM SIBNSIETCA CEKBEHMPOBAHWE MaHenei OHKOacCoLM-
MpPOBaHHbIX reHoB meTogoM NGS, BK/OYaOWMX OCHOBHbIE

Puc. 6. FOBEHMIbHbIM NOMWMN TONCTON KULLIKK NPU OCMOTPE B pPeXUME
6enoro ceeta. EavHWYHOE 06pa3oBaHue, KPYMHbIX pa3MepoB,

Ha NOABMXHOM CHOPMUPOBAHHOM OCHOBAHWU, C TMNEPeMUPOBaHHOM
NOBEPXHOCTbIO, MYCTbIM HANETOM CIU3W. [1pU UHCTPYMEHTaNbHOM
nanbnaunmM oTMeYaeTCcs NOBbIWEHHAs KPOBOTOUMBOCTb

Fig. 6. Juvenile colon polyp in white light examination. Single large
lesion, movable base, with hyperemic surface, and thick mucus
coating. Instrumental palpation has shown increased bleeding

Puc. 8. MHO)XeCTBEHHble afjeHOMaTO3Hble 06pa30BaHKs TONICTOM
KULLKKU NPU CEMENHOM ajleHOMaTO3HOM MOIMMNo3e (YMepPeHHas
dopma, KonmyectBo obpa3oBaHuit — 6onee 100 Ha NPOTAKEHMU
BCEWN TONICTOM KULLKK) MPU OCMOTPE B pexxmme 6enoro ceeta
(MyTauus B reHe APC)

Fig. 8. Multiple adenomatous lesions of the colon in familial
adenomatous polyposis (moderate form, more than 100 lesions
throughout the colon) in white light examination (mutation

in the APC gene)

reHbl HacneacTBeHHbIX nonuno3os (PTEN, BMPR1A, SMADA4,
STK11, APC, MUTYH) [3, 35-37]. Kpome TOro, Heo6xoaMmo
OLEeHMBaTb MEHETUYECKUI CTaTyC YNEHOB CEMbM NaLMEHTOB
M3 rpynnbl pucka. Mpu HanM4ymMmM NOATBEPKAEHHOIO NaToreH-
HOro BapuaHTa B CEMbe NPWU NIaHMPOBAHUMN AETOPOXKAEHMSA
BO3MOXHa AopofoBas AuvarHoctuka. Cnegyet OTMETUTDL, YTO
NPaKTUYECKU BCE raMapTOMHbIE CUHAPOMbI CBSi3aHbl C BbICO-
KAM PUCKOM Pa3BUTUS paKka BEPXHUX M HUMKHWUX OTAENOB
HKKT, B 60nbluen mepe KPP, a TakXe NoBbIlWEHHbIM PUCKOM
pa3BUTUS 3/10KaYECTBEHHbIX HOBOOGPA30BaHUM BHEKMLIEY-
HOW NoKanusauuu. NMoHMMaHWe reHeTMYeCKMX OCHOB Hacnea-
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Puc. 9. MHOXXeCTBEHHblEe ajeHOMaTO3Hble 06pa30BaHMs TONCTOM
KULIKKU NPY ceMeHOM aleHOMaTO3HOM MnosiMnose (Tsxenas dopma,
Konu4yecTBo 06pa3oBaHmii — 6onee 2000 Ha NpoTAXKEHUU

BCEW TONCTON KULLKK) MPU OCMOTPE B pexxmnme 6enoro ceeta
(myTaums B reHe APC)

Fig. 9. Multiple adenomatous lesions of the colon in familial
adenomatous polyposis (severe form, more than 2000 lesions
throughout the colon) in white light examination (mutation

in the APC gene)

Puc. 11. [acTpoMHTECTUHaNbHAsA CTpOMasibHas ONyxosb Xenyaka
npu aHAocoHorpaduyeckomM uccnegosaHunn. OTmMevaercs
rMNo3axoreHHoe 06pa3oBaHUe, KPYMHbIX Pa3MepoB, C YHETKUMU
KOHTYpPaMU, UCXOASILLEE N3 MbILLEYHOTO CNOS CTEHKM XKenyaKa
Fig. 11. Gastrointestinal (gastric) stromal tumor at
endosonography. There is large hypoechogenic lesion with sharp
contours from the muscular layer of the stomach wall

CTBEHHbIX MO/IMMNO3HbIX CUHAPOMOB HEO6X0ANMO Ans BbiGopa
NpaBWIbHOM TAKTUKKM AMHAMUYECKOro HabntoaeHns 1 cobio-
JIEHWS1 CPOKOB MpPOBEAEHUS CKPWUHWHIOBbLIX WCCNeaoBaHuin
KaK Ans nauneHToB M3 rpynnbl pUCKa, Tak U Ans ux 6auxan-
LUMX POACTBEHHMKOB.

Ponb KOMMNIEKCHOro 3HAOCKOMWYECKOro WuccneaoBaHus
B AMArHOCTMKE NaLMEHTOB C HACNeACTBEHHbIMU MOMUMO3HbI-
MU CMHAPOMaMM Ype3BblHaHO BeIMKA, TaK KaK MNo3BONseT
BbIIB/IATb NPEAONYXONEBYIO M PAHHIOK OMyXOJIEBY0 NaToso-
rmio XKKT 1 TeM caMbiM CNOCOBCTBYET yAaNeHUIO BbiBMEH-
HbIX 06pa3oBaHWi ManoMHBA3UBHLIMKU 3HAOCKOMUYECKUMU
mMeTogamn — IPC n 3PC ¢ ancceKkumen B NOACIM3UCTOM Croe.

B HacToslllee Bpemsi OCHOBHbIMKM 3Tanamu 3HAOCKOMMW-
YeCKOW AMarHOCTMKM NauMeHTOB M3 IPynMbl PUCKa SBASETCSH
npoBeaeHvne 3IC 1 ToTanbHOM TONCTOKMLLEYHOM 3HAOCKOMNWUK

Puc. 10. MHOXXeCTBEHHble ajeHOMaTO3Hble 06pa30BaHUs TONCTON
KUWwKK npu MUTYH-accounMnMpoBaHHOM Moanno3e npyv ocMoTpe

B pexxume 6enoro ceeta. OnpeaensoTcs MHOXECTBEHHbIE
oBaslbHON GopMbl 06pa30BaHNS Ha WMPOKOM U CHOPMUPOBAHHOM
NOABMWXHOM OCHOBAHWM, C OBaSIbHbIMU, TYGYNSPHLIMU
M3MEHEHUSIMU IMOYHOIO PUCYHKA

Fig. 10. Multiple adenomatous lesions of the colon

in MUTYH-associated polyposis in white light examination.
Multiple oval-shaped lesions on wide, movable base with oval,
tubular changes in pits pattern

C MHTy6aumMen TepMUHaNbHOro OTAeNna NoAB3LOWHON KULWKK,
COMNPOBOXKAAKOWMXCH 06A3aTeNlbHbIM B3ATMEM GUOMNCUIAHOIO
martepuana MeToAoM LMNLLoBoM 6ruoncuu. C Lenbto onpegene-
HWUS BO3MOXHOCTU npoBeaeHnst APC n/unm 3PC ¢ auccekumnen
B NOACAU3NCTOM CNoe, AN OLEHKM MMYyOGUHbI MHBA3WK OMNYyXOSK,
B Y4aCTHOCTM paHHMX dopm paka MKKT, nan npu nomospe-
HWW Ha HannyMe MNOACAUIUCTbIX HeanuTenuasnbHblx o6pa3o-
BaHWIM PEKOMEHA0BAHO NpoBeeHne IHL0COHOrpadUyYecKoro
nccnefoBaHus, CONPOBOXAaloWerocs npu HeobXo4MMOCTH
3abopoM MaTtepuana ans Mopdosiornyeckon sepudukaumu.
MauveHTam B Bo3pacTe cTapwe 1,5 neT npy Noao3peHnn Ha
HannyMe 06pa3oBaHWMN B TOHKOW KULILKE WM OTCYTCTBMM Npw-
3HAKOB TOHKOKMLIEYHOW HEMPOXOAMMOCTU TaKKe BO3MOXKHO
npoBeAeHNe TOHKOKMLLEYHON Kancy1bHOW 3HAOCKOMMUMU.

3AKJ/IIOMEHUE

[NoHMMaHMe MONEeKyNnapHO-6MONOrMYECKOW 3TUONOrUK
pasBUTUSA HacneaCcTBEHHbIX MOMIMMNO3HbIX CUHAPOMOB, 0CO-
6eHHOCTEN 3HAOCKOMUYECKON ANArHOCTUKM U NevYeHns no-
3BOJIAET ONTUMU3NPOBATb TAKTUKY BEAEHUs JaHHOW rpyn-
Mbl NALWMEHTOB U MUHUMWU3UPOBATb PUCKM PA3BUTUSA 3N0Ka-
4eCcTBEHHbIX HOBOOGPA30BaHUM BEPXHUX U HUMKHUX OTAE-
noB KT, a TakKe onyxofen BHEKUILIEYHON NoKanusaumm
nyTem NpoBefleHNsI CBOEBPEMEHHbIX CKPUHUHIOBbIX UCCNE-
NOBaHWUN.
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Ta6nuua 4. PacnipeaeneHune naLMeHToB B 3aBUCUMOCTH OT MOPDOSIOMMHYECKOrO BapuaHTa BbliBNEHHbIX 06pa3oBaHui
B XXeNnyAOo4HO-KULWEYHOM TpaKTe

Table 4. Distribution of patients according to the morphological variant of the revealed gastrointestinal tract lesions

o Mopdonornyeckaa | Kon-Bo nauueHTos, MyTtauusa
JNokanusauumsa MaKpoCcKonn4YecKum Tun
BepuduKkaums a6ec. (%) B reHe
MHorogonb4yatas CTpyKTypa, nanuinspHbli TMN STK11,
NMOBEPXHOCTK, TMNePnIasvpoBaHHas xeneaucras [aMapTOMHble HenonHas
enyrok P pnnasup P 2 (14,3%)
CTPYKTypa CNM3UCTOM 0GONTIOYKHM, MAOTHOCTb nonunebl Tpuapa
NpU UHCTPYMEHTaNbHOW Nanbnauuu KapHes
O6pa3oBaHns OBaNbHOM U OKPYrnon GopMmsl, STK11,
MnepnnacTuyeckue o
Henygok Ha LWMPOKOM MU Y3KOM MOABUMKHOM OCHOBaHUMU, 4 (28,6%) APC,
o nonunbl
1-1 TMn no knaccuduKkaumm NICE PTEN
HeanuTtenvanbHbie 06pa30BaHWs WaAPOBUAHOM Henonxasa
Henyngok OPMbI, UCXOASALINE U3 MbILLEYHOTO C10S1 CTEHKHU r’Mco 1(7,1% Tpunaga
Vi
enyaKa, C HeM3MEHEHHON CIM3UCTON 0600YKOM KapHes
O6pas3oBaHns 0BasbHOM GOPMbI, Ha LUIMPOKOM
12-nepcTHas P bop P MnepnnacTuyeckme o STK11,
OCHOBaHUM, ¢ perynsipHoiM anbdepeHumpyembiM 3(21,4%)
KULWKa o noJinnbl PTEN
AMOYHbIM PUCYHKOM, 1-# TN no Knaccudumkaumm NICE
12-nepcTHas F13BEHHO-UHbUNBTPATUBHANA OMNYXO/b C yHacTKaMu
P ¢ P y y AZeHOKapLMHOMa 1(7,1%) MUTYH
KULWKa fenpeccun, amopdHbIM AMOYHBIM PUCYHKOM
O6pa3oBaHu1s oBanbHOM GopMbI, PTEN,
Towas KUlKa P dop ANlEHOMbI 2(14,3%) !
Ha LWMPOKOM OCHOBaHUK APC
O6pa3zoBaHns oBanbHOM GOPMbI, Ha LWIMPOKOM
P dop P [Mnepnnactnyeckme o STK11,
Toncrast KMwkKa OCHOBaHMWU, C pacLliMpeHHbIM AnddepeHumpyembiM 2(14,3%)
nonunbl PTEN
AMOYHbBIM PUCYHKOM
KpynHbivi pa3mep, noaBuxHoe chopmMrupoBaHHoe
tOBEHUNbHbIE o
Toncrtast KMWKa OCHOBaHue, runepeMmpoBaHHasa NoBEPXHOCTb, HOAMMBI 1(7,1%) BMPR1A
rycTow HaneT CM3u Ha NOBEPXHOCTH
MLH1,
O6pa3oBaHUsA oBanbHOW GOPMbI, HA LUMPOKOM APC,
Toncrast KnwkKa P . bop P ALeHOMbI 5(35,7%)
OCHOBaHMWK, 2-i1 Tun no knaccuodumkauymmn NICE PTEN,
MUTYH
[710CKO-BO3BbIWAIOLWMIACS TUMN, HANUYUE «MYLIMHOSHON
lanku», GecToHYaTble Kpas, MeNKo3epHuUcTas
Toncras KuwwKa o P P 3y64aTble ajeHOMbI 1(7,1%) MLH1
NOBEPXHOCTb, MO LBETY HE OT/IMYatoLancs
OT OKpYXKatoLwen CAN3UCTON 060/104KU
A3BEHHO-MHOUNLTPATUBHASA OMYXOJb C Y4aCTKOM
ToncTas KuwKa ¢ P y Y o MLH1,
[enpeccuu B LLEHTPE, HEPErysapHbIM AMOYHbIM U AfeHoKapuMHoMa 2(14,3%) ATM + CHEK2
naTonornYecKn M3MEeHEHHbIM COCYANUCTbIM PUCYHKOM

lMpumeyaHue. Tpoe NnaLuMeHToB U3 ceMHaauaTu (17,6%) BbiOblNM U3-NoA HabnoaeHNs, JaHHble 06 3HAOCKONUYECKOM 06CcneaoBaHUmn OTCYT-

cTBOBanNun.

Note. Three out of seventeen patients (17.6%) dropped out of observation, there were no data on endoscopic examination.
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PE30J1lOLUSA

XXIV KoHrpecca neguatpoB Poccuu
C MeXAyHapoaHbIM yyacTuem
«AKTyaJibHble Npo6sieMbl neguaTpun»
3-5 mapta 2023 .

r. Mockea

XXIV KoHrpecc negmnatpoB Poccum, B KOTOPOM MPUHSAN y4acTue 0Kos10 10 ThiC. yHaCTHUKOB (M3 HUX
cBbille 3 ThiC. O4YHbIX AENEraTtoB) U3 pa3/IMYHbIX PErMOHOB Poccurickon deaepalimmn, cpeam KoTo-
pbIX — neguaTtpbl, JETCKME CreLNaancTbl, opraHm3aTopbl AETCKOro 3paBoOXPaHEHUS, a TaKKe
YYeHble, rperofaBaTesiv BbICLIEN LKOJIbl, CTYAEHTbI, OPAMHATOPbLI U acrupaHThbl, 06CYANT aKTyallb-
HbI€ MPOo6JIEMbI OXPaHbl 30P0BbS AETEHN U MPUHS CAEAYIOLLYIO PE3OJIOLINIO.

1. Mpocutb locypapcTBeHHylo [ymy PoccuicKom
®depgepauun 1 MuHuctepcTBo 3apaBooxpaHeHuna Poc-
cunickon depepayum:

1.1. Paspabotatb U NpUHATL 3aKoH «06 oxpaHe 3[0-
poOBbs AeTen», NPeaycMoTpeB B HEM AEWUCTBEHHbIE Mepbl
rocyfgapcTBa Mo 3aluTe XU3HU 1M 3L0POBbS AETEN, a TaKKe
YCNIOBUS, rapaHTUpYytoLLMe rapMOHUYHOE GU3NYECKOE, HEPB-
HO-MCUXMYECKOe, PEenpPOAYKTUBHOE WU KOTHUTMBHOE pa3Bu-
Tne pebeHKa.

1.2. BHecTM u3meHeHuss B degepasnbHbii 3aKOH
oT 17.09.1988 N¢ 157-d3 «06 mmmyHONpodUNaKTUKe
MHOEKLUMOHHbIX 6one3Hen» (pea. or 02.07.2021), npeay-
CMOTPEB B HEM Mepbl MO YCUIEHWUIO OTBETCTBEHHOCTHU
poauTenen (3a oTKas OT MPUMBMBOK) U HEAOOGPOCOBECTHbIX
MEAMLMHCKMUX PaBGOTHMKOB (BbICTynaloLWMUX MPOTUB BakK-
LUMHAUMKW WM PEKOMEHIYIOWMX HEOBOCHOBAHHbLIM OTBOA
OT NPUBUBOK).

1.3. BHectn wu3ameHeHusa B PepepanbHbli 3aKOH
oT 12.04.2010 N¢ 61-d3 «06 o6palleHUn NeKapCTBEHHbIX
cpefcts» (ped. ot 19.12.2022), npeayCcMOTPEB B HEM CO3-
[laHne AOMNOJIHUTENbHbIX YCIOBUIA ANS NPOBEAEHUS KITIMHUYE-
CKMX MCCNefoBaHWI NEKaPCTBEHHbIX MPenapaToB A5 AeTEN.

2. NMpocutb MpaButenbcTBo Poccuiickon ®epepauuu:

2.1. Mpu dopmupoBaHnM GIOAKETOB 34PABOOXPAHEHUSA
BCEX YPOBHEN NpeaycMoTpeTb GMHAHCUPOBAHWE CIyXObl
OXpaHbl MaTEPUHCTBA M AeTcTBa B 06bemMax He MeHee 30%
OT KOHCONMAMPOBAHHOIO 6l0XKeTa 34PaBOOXPaAHEHMS.

2.2. TpuHATb Mepbl K OpraHu3aumn OTe4eCTBEHHOro
NPOM3BOACTBA COBPEMEHHbIX JIEKAPCTBEHHbIX NpenapaTos
ans peten, BKAYas MMMYyHOGMONOrMyeckrue (B TOM 4Yuc-
le KOMOUHUPOBaHHbIE BaKLUMHbI), a TaKXe creuunanbHbIX
NleKapcTBeHHbIX Gopm Ana geTer, B TOM 4ucie B nepuoa
HOBOPOXAEHHOCTU (BUTaMuH K 1 ap.).

2.3. BKOYMTb B nepeyeHb MHAWMKATOPOB 3ddEKTUB-
HOCTU [EeSTENbHOCTU MCMONHWUTENIbHOW BNacTu CyOGbeKToB
Poccuitickon depepaumnn noxkasartelb CMEPTHOCTM AeTewn
B BO3pacTe A0 5 fIeT u CMepPTHOCTU ieTel BCeX BO3PacToB
OT BHELWHUX U MHOEKLIMOHHBIX MPUYNH, YPOBEHb MHBaNWA-
HOCTU [ETCKOro HacesneHus, ypoBeHb GaKTU4YeCKOW Mnpu-

BWTOCTW AETCKOrO HaceNeHus OT BaKUMH-MPeaoTBpaTUMBbIX
60/1e3HEN, a TaKKe ypoBeHb 3a601€BaeMOCTM OT BaKLMH-
npenoTBpaTUMbIX MHOEKLUMOHHBIX 60/1IE3HEN cpeaun AeTEN.

2.4. BocCTaHOBUTb B 34paBOOXpPaHEHWMM BepTUKalb
ynpaBfieHns, obecneynB TeM CaMbiM efuHble NOoAXOAbl
B Ppas3BMTUM 3[paBOOXPaHEHWS W paBHble NpaBa AeTen
Ha noJiydeHue BbICOKOKBaNIMPULMPOBAHHON MEAULIMHCKON
NOMOLLM HE3ABUCHMO OT PErroHa NPOXKMUBaHUS.

2.5. B uensax peweHuss npobsemMbl MOBbIWEHUS YKOM-
NNIEKTOBAHHOCTU MEAUUMHCKUMKU Kagpamu neguaTpuye-
CKOW cnyx6bl HAaBeCTM NOPSAOK B onnaTe Tpyaa MeAULIMH-
CKMX KaOpoB BcCex KaTeropun. BHeapuTb crnpaBeanvBbiv
NPUHUMN: 33 paBHbIM Tpya — paBHas 3apaboTHasa nnarta,
He 3aBUCSALLAs OT YPOBHS Pa3BUTUS perMoHa.

3. Mpocutb MuHucTepcTBO 3apaBooxpaHeHusa Poc-
cuicKon Pepepauuu:

3.1. TlpopomxkuTb paboTy MO COBEPLIEHCTBOBAHMIO
CUCTEMbI BaKUMHOMPODUNAKTUKN MHOEKLMOHHBIX 6ones-
Heln y neteit B Poccuinckon ®epepalmum: pacimpuTs Haumo-
HanbHbIM KaneHaapb NPodUNaKTUYECKUX NMPUBMUBOK 3a cYeT
BBEJEHUSA BaKUMHaLMKM MPOTUB WHPEKUMHN, BbiI3BaHHbLIX
MEHWHIOKOKKOM, POTaBMPYyCOM, BMPYCOM BETPSHOM OCMbl,
nanuaIoMaBnpyCoM, AOMONMHUTENbHbIX PEBAKLMHALMK NPO-
TMB KOK/OWa B [JOLWKO/MbHOM M MOAPOCTKOBOM BO3pac-
Tax, a TaKXe nponucatb UMMYHONPOOUNAKTUKY MPOTUB
PCB-unHbeKumu.

3.2. ToBbICUTb JOCTYMHOCTb M Ka4eCTBO KOMMAEKCHOWM
peabunnmMTauMoOHHON NOMOLLM AETAM C XPOHMYECKON NaToN0-
rmen, AeTsaM C orpaHUYeHHbIMM BO3MOXKHOCTAMMU 310POBbS
W LeTaM-MHBaNngaMm:

3.2.1. O6paTtuthbes B MpaButenbctBo Poccuiickon dene-
pauuun ¢ NpeanoxeHmem paspabotaTb U NPUHATb NPOrpam-
MY TOCYAapCTBEHHbIX rapaHTui 6ecnnaTHOro oKal3aHus
rpaxgaHam MHOronpoguibHoOn peabunuTaunmoHHON NOMO-
WM nocsie nepeHeceHHbIX OCTPbIX MU 0BOCTPEHUS XPOHUYE-
CKMX 6one3Hen.

3.2.2. YKOMNNEKTOoBaTb YYpEeXAeHUS MEeOULMHCKOM
peabunuMTauumn cTpaHbl COBPEMEHHBIM peabuanTauMoHHbIM
obopygoBaHUEM.
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3.2.3. PaspaboTaTb, cornacoBatb W MpeacTtaBuTb
Ha yTBEpXAeHWe B yCTaHOBAEHHOM Nopsigke npoeKT locy-
[apCTBEHHOM nporpammbl «[lpodrnakTuka UHBaANUAHOCTHU
cpenu peten B Poccuickom depepaunnr.

3.3. B cBfA3M C COXpaHAWMMUCA TPYAHOCTAMM
B OCYLECTBNEHMM OnepaTUBHOIro céopa cBefeHnn, Heob-
XOAMMBIX ANS BbINOJAHEHUS 3ajay U GYHKUMW rNaBHOro
BHeLWTaTHOro cneunanucTa (oT raBHbIX BHEWTaTHbIX cne-
umManmctoB cybbekToB Poccuickon depepauuun, rnas-
HbIX cneunannucToB denepanbHbix OKpPyroB PoccuicKowm
depepaunn, denepanbHbiX MEAWLMHCKUX OpraHusauuin
no HanpaBfieHWUD), HEeo6X0AMMO BHECTU [AOMNOJIHEHMUSA
B npuka3 MwuHzgpaBa Poccun ot 25.10.2012 N° 444
«O rnaBHbIX BHewWTaTHbIX cneuuanuctax MuHucTepcTBa
3paBooxpaHeHns Poccuickon Pepgepauunmn», aetanbHO
npeacTaBMB MOSIHOMOYMSA TNABHOIMO BHELWTATHOrO Crnewu-
anucta MuHsapasa Poccuu, rnaBHbIX cneLmManmucToB cybb-
eKkToB Poccuiickon depepalnu, cneumnannuctoB deaepanb-
HbIX OKpyroB Poccuitckon deaepaumu.

3.4. BBeCTU B UHCTUTYT rMaBHbIX CNEeLManucToB rnas-
HOro BHELWTATHOro AETCKOro cneuvanucta anneprosno-
ra-uMMYHOOra, rMaBHOro BHELWTATHOro AeTCKOro cne-
uManucTa AepmaToOBEHEPOsiora, MNMaBHOMO BHELWTATHOro
[IETCKOro cneuunanncTa cypaonora-oTopMHonapuHronora,
rMaBHOrO BHEWTATHOrO AETCKOro cneuyuanucta no cnop-
TUBHOW MeauLMHE; NMPUBECTU B COOTBETCTBUE NEpPeYeHb
rMaBHbIX BHEWTATHbIX CNEeLWannucToB M HOMEHKNaTypy
cneuManbHOCTEN B AETCKOM 34pPaBOOXPaHEHWU, rapmo-
HWM3UPOBAB [IETCKME CMneLmanbHOCTU C YPOBHEM 3abone-
BAeMOCTU JeTen.

3.5. Ans ynyylleHns COCTOSSHUSA 340POBbS U MOBbIWEHUS
3O PEKTUBHOCTU OKalaHUA MeLUKO-MCUXO0N0ro-nejaroru-
4YeCcKOM MOMOLLM MOAPOCTKaM nepenpodunnpoBaTb LEHT-
pbl 3[0POBbSA CTPaHbl B LIEHTPbl 340POBbSI MOAPOCTKOB,
npopa6oTtaB PpyHKLMOHANbHblE 0693aHHOCTU COTPYAHWUKOB
M MapLpyTM3aLMio NaLMeHTOB.

3.6. B cBS31 C WIMPOKMM BHEOPEHMEM B MpPaKTUKY
BCMoMoOraTesibHblX PEenpoAyKTUBHbIX TexHonorun (BPT),
BKJIlOYaAlOWMX WMHTEHCUBHOE MNPUMEHEHWE ICTPOreHoB
B Nepuoj MOArOTOBKM C LENbl0 CTUMYNASLMK OBYAALMM,
BHECTU B cTaTUCTMYECKYto popmy N2 32 «CBeaeHUs o meau-
LIMHCKOM MoMolLM 6EePEMEHHBIM, POXKEHULEAM U POANSIbHU-
uam (Popma N2 32 (ropoBas))», YTBEPKAEHHYIO MPUKA30M
Pocctata ot 27.11.2015 «O6 yTBEp)KAEHUU cTaTUCTUYe-
CKOro MHCTPYMEHTapus Ana opraHnsaumm MMHUCTEPCTBOM
3/1paBooxpaHeHns Poccuickon depepaunmn cratuctuye-
CKOro HabnwogeHus B cbhepe 34paBOOXpaHeHUs» (pea.
0T 24.12.2018) pasfefibHyl0 OTYETHOCTb N0 6epeMeHHo-
CTSIM, HaCTyNUBLUMM €CTECTBEHHbLIM MYTEM U C UCMOJIb30-
BaHnem BPT. Kpome Toro, BBecTH rpady «KpaTtHocTb npo-
BeAEHHbIX Npoueayp» C yKasaHMeM ucxoaa npeablayLinx.

3.7. na npepoctaBneHUs CBEAEHMW O YUCINEHHOCTH
NauneHToB C pas3MyHbIMK 3a60M1eBaHUAMMU, HEOBXOAUMbIX
ons GopmMMpoOBaHUSA MPOEKTOB CTaHAapTOB MEAMLIMHCKOWM
NOMOLLM, a TaKXe pacyeToB NOTPeBHOCTEN B JIEKAPCTBEH-
HbIX NpenapaTax, MeAULMHCKUX U3OEeNUsiX, UCNONb3yeMbIX
B TOM 4Yucfie Npu peabunutaunmn onpeaeneHHblix Kateropum
60NbHbIX, B pOpmMax cTaTUCTUHECKOro HabnoaeHmnsa N2 12
«CBeaeHns o uucne 3abofieBaHWM, 3aperucTpupoBaHHbIX
y MNauWeHTOoB, MPOXMBAWIWMX B panoHe O0O6CIyXKMBaHUSA
MeaULUMHCKOM opraHnsaunn» n N2 14 «CeeageHus o gestesib-
HOCTM noApa3saeneHnin MeguLMHCKON opraHM3aumnn, oKkasbl-
BalOLWMX MEANLIMHCKYIO MOMOLLb B CTALMOHAPHbIX YCI0BUAX»
yKa3blBaTb YACIEHHOCTb NALMEHTOB NO KOHKPETHLIM KoAam
MKB-10, 6e3 rpynnupoBKM.

3.8. B cBs3K ¢ rnobanbHbiMK NpobaemamMn aHTUMU-
KPOBGHOM PEe3UCTEHTHOCTU U HEOBXOAMMOCTbIO UHOEKLHK-
OHHOro KOHTPONA B OopMax CTaTUCTUYECKOro HabntoaeHus
N2 12 «CBefeHus o yucne 3aboneBaHU, 3aperucTpmpo-
BaHHbIX Y NALMEHTOB, NPOXMBAIOLWMX B pantoHe 06CYKM-
BaHWUS MeaUUMHCKOM opraHusauum» n N2 14 «CBegeHus
0 AesTeNbHOCTM noapasfeneHut MeauMUMHCKON opraHu-
3aluK, OKasbiBalOWMX MEAULIMHCKYIO MOMOLLb B CTaLMO-
HapPHbIX YCNOBUSAX» NPU HaNUYUKU pe3ynbTaToB 3TUONOIMU-
YEeCKOW AMAarHOCTUKMU MHOEKLUMOHHOr0 areHTa yKasbiBaTb
Koa MKB-10 ¢ cooTBeTCTBYIOWMUM MHOEKLUMOHHbIM BO3-
éyautenem.

3.9.BuengxagekBaTHOM OLLEHKM 06€eCcrnevYeHHOCTH Bpa-
Yyamu — cneuunanucTamm 1eTCKOro HaceneHus Poccuinckon
depgepaumnm Heobxoaumo B nogpasgen 1 «[JOSIKHOCTH
N GU3NYECKUE NN MEAULIMHCKON OpraHusauuu» pasae-
na ll «ltaTbl MEAMLMHCKOW opraHm3aunmn» GopmMbl cTaTh-
cTnyeckoro HabnwoaeHnsa N2 30 «CBegeHns o MeauLMHCKON
opraHusauum» K BpadyebHbIM CMeLunanbHOCTSM, HE UMEID-
MM OTAENbHOM cneunanmsaunn ansa naumeHToB AeTCKOro
BO3pacTa (Hanpumep, anneprosioru-uMMyHONorn u ap.),
BK/OYaTb CBEAEHUSA O YUCNIEHHOCTU TaKUX CNeLnanncToB,
OKa3blBaloWMX MEAULIMHCKYO MOMOLLb AETAM.

3.10. B cBfA3n C HEOOBXOAMMOCTbIO PEryAsipHOro aHa-
/In3a COCTOSIHWUA CUCTEMbI OKa3aHWUA MeAULIMHCKON MOoMO-
M AeTaM He TO/IbKO B LIESIOM MO CTPaHe, HO U B KOH-
KPEeTHbIX pernoHax ¢Gopmbl CTAaTUCTUHECKOrO HabMOAEHUS
N2 30 «CBefeHMa 0 MeaMUMHCKOM opraHu3dauuun» n N 47
«CBefeHnsa 0 CeTU U AesATeNbHOCTU MEAULMHCKUX OpraHu-
3auUui» He TOMbKO NpeacTaBiAATb B LenoM no Poccurckon
depepaumm, a TakKe NPeaycMoOTPETb paclUMpPeHHble Bapu-
aHTbl, BK/OYalolMe CBeAEHNS NO KOHKPETHbIM CyGbeKTam
Poccuiickon ®eaepaumm.

4. Mpocutb MHUHUCTEPCTBO 3ApaBOOXpPaHEHUN
Poccuiickoinn ®epgepauumn u ®egepanbHblit GoHA 06a3a-
Te/IbHOro MeULMHCKOro CTpaxoBaHUa:

4.1. B uenax pJalbHeWwWwero pasBUTUA CTalMOHa-
po3amellalowmx TEeXHONOrMM nepecmoTpeTb Tapudbl
PUHAHCUMPOBaAHUA NPebbiBaHUA AETEN B AHEBHbIX CTaLM-
OHapax U NPMBECTU UX B COOTBETCTBUE C PAKTUYECKUMMU
3atpaTtamu.

4.2. NpepoctaBuTb AeTaMm nNpaBo nojsyyaTb MeauLMH-
CKyt0 NomMolLb B lo60M peaepanbHOM yYpEKAEHUN B COOT-
BETCTBUM C Npodunem 3aboneBaHus.

5. Mpocutb MuHKUcTEpCcTBO 3paBooxpaHeHus Poc-
cunckomn Pegepauymnu, MUMHUCTEPCTBO HAYKU U BbICLLUETO
oGpa3zoBaHua, POCCUICKYIO aKaAeMMUIO HaYK:

5.1. YBenn4ntb GnHaAHCUpOBaHWE Hay4YHbIX UccnefoBa-
HWUIW, HanpaB/IEHHbIX Ha BbINOMHEHWE HALMOHAaNbHbIX NPO-
€eKTOoB «3apaBooxpaHeHuner, «emorpadus», «Hayka», obpa-
TMB 0Cc060€ BHMMaHWe Ha npoBeaeHne dyHAaMEHTaNbHbIX
M MOMUCKOBBLIX Hay4HbIX PaboT No NPOodUIaKTUKE UHBANNA-
HOCTU AeTen 1 No TeMme UHOEKLMOHHBIX 60NE3HEN.

5.2. TIpoJoMmKNUTb COBEPLLEHCTBOBaHMWE NnegmuaTpuyecKo-
ro o6pa3oBaHu1s M NOArOTOBKM Hay4YHbIX KagpoB no neauva-
Tpuun, aktyanuamposaB POC u npodeccroHanbHble CTaH-
[JapTbl NeAMaTPOB M AETCKMUX CMELMaNUCTOB.

5.3. lMNpeaycmMoTpeTb MEexaHWM3M BblAeNIeHUS AOMOJHU-
TeNbHbIX GUHAHCOBLIX CPEACTB A5 OpraHM3aunn HayyHbIX
nuccnefgoBaHUM No TemMaM, UMEKOWMM YPreHTHYI0 aKTyasb-
HOCTb (B C/lly4ae BO3HUKHOBEHMWS MaHAEMWMN, TEXHOrEHHbIX
KaTtacTpod u T.4.), HE BXOASLMX B rocyaapCcTBEHHOE 3aja-
HWE NOo HayKe TeKylLero roga.



6. Mpocutb MuHKcTEpCcTBO NpocBeLlieHusa PoccuiicKon
depepauun:

6.1. Wupe npuBnekatb npodeccuoHanbHoe Meau-
LIMHCKOE COO6LWECTBO K MOArOTOBKE y4YeOGHbIX Nporpamm
no ¢opmMuMpoBaHuWi0 340pPOBOro M 6Ge3onacHoro ob6pasa
WU3HU yyalmxcs.

6.2. MpoaonKuTb paboTy N0 CO34aHMIO WKO 340POBbS,
npeaycMoTpeB B HWUX CO3[aHWe YCNOBWM Als COXPaHeHMS
W YKpenneHus 340p0Bbs YYaLlMXcs.

7. PeKoMmeHpaoBaTb opraHam ynpaBieHUs 34paBooX-
paHeHueM cy6beKToB Poccuiickoin Pepepayum:

7.1. Co3aaTb ycnoBus Ans paclnMpeHunss CETU U OpraHu-
3auuun paboTbl OTAENEHUA MEAUKO-COLMabHOM MOMOLLM.

7.2. TIpUHATL Mepbl MO PasBUTUIO B perMoHe peabunurta-
LLMOHHOM MOMOLUM JETAM.

7.3. MNposecT paboTy NO COBEPLIEHCTBOBAHUIO CECT-
PUHCKOWM Ccny*6bl. BBECTU B CTPYKTYpy OpraHoB ynpasie-
HUS 30paBOOXPaHEHMEM AOMKHOCTb MMaBHOro crneunanncTa
N0 CECTPUHCKOMY Aeny.

8. Mopyuutb [Mpe3upeHty M HadGnwopaatenbHomy
coBety Cot3a nepguatpoB Poccuu obGecneyuntb negu-
aTpuyeckvne daKynbTeTbl MEAULMHCKUX BY30B M KlacCu-
YECKUX YHUBEPCUTETOB €XEerogHo OOGHOBISEMbIM KOH-
TEHTOM ANS NPOBELEHUA B MNEPBYIO HeAeNtlo CeHTaops
«BcepoccuincKoro 4aca NnamMsaTn BEIMKUX NeanaTpoBs», o6u-
JIEV KOTOPbIX OTMEYaloTCH B TEKYLLEM rofy.

9. PeKTOopam MeJULMHCKUX BY30B U JeKaHaM meau-
LUHCKUX PaKyNnbTETOB KJlaCCUYECKUX YHUBEPCUTETOB,
B KOTOpPbIX 06y4aloTCcA CTYAEHTbl MO cneuuasibHOCTU
«Mepunatpua», o6ecnevyntb NPOBEAEHNE Ha NeEPBON Heae-
e ceHTaAbpa Kaxaoro roga «Bcepoccuiickoro yaca nams-
TW BEIMKUX NeanaTpoB», OOGUIEN KOTOPbIX Npas3fHyloTcs
B TEKYLLEM rojy.

10. OTpeneHuio MeaMLMHCKUX HayK PoccuicKom
akagemMum HayK (CeKUuMS KJIMHUYECKON MepULUHbI)
nocesllaTb HE MEHee OAHOro 3acedaHus B rog namsTu
BEJ/IMKNX POCCUMCKUX NeanaTpoB.
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PE3O0JIIOLULUA
Il BcepoccMUCKOU BaKLWMHANIbHOM
Accamoneu «3aujmuias NOKoOJIeHUNA»

B nepnog ¢ 3 no 5 mapra 2023 r. B MockBe nipoBoanaack Il Bcepoccurickass BaKLMHaibHas
Accambnes «3almilas noKoAEHUs», B paMKax KOTOPOH cocTosiiochk 14 Hay4HbIX CUMMIO3MYMOB, M/ie-
HapHbIX 3acefaHui, KPyr/ibiX CTOJI0B U 3KCMEPTHbIX COBETOB, MOCBSILIEHHbIX Hanbosiee aKTyaslbHbIM
BOIpocam OTe4eCTBEHHOM U 11106aJ1bHON MMMYHOMPOGUIAKTUKMN MHOEKLIMOHHbIX 6OJIE3HEN.

EonbLUMHCTBo y4aCTHUKOB BaKuUMHanbHoW Accambneu
B CBOMX BbICTYMJIEHUSIX C TPEBOIOM OTMEYanu pacTyLLyto
Yrpo3y MHOMMX MHOEKLIMOHHbIX 3a60/1eBaHUi, yNpaBasaeMbiX
C UCNONb30BAHWEM PYTUHHBLIX MPOrpaMM MMMYHOMPOdU-
NnakTuKu. Mpobnema HeaoBepus NPOPUIAKTUYECKUM MPU-
BMBKaM, COXpaHsilollas aKTyasbHOCTb B MOCNEAHWE TOAbl,
NPMOCTAaHOBKA M MHOMOYMUC/IEHHbIE HAPYLIEHUS MJIaHOBOM
UMMyHM3auuuM B nepuwon naHgemun COVID-19 npusenwu
K YBEJIMYEHMIO 4YMCNa BOCMPUUMYUMBBLIX K MHOEKLUKU nuL,
4YTO AEMOHCTPUPYET HEYKOHHbIM POCT 3a60/eBaeMoCTH
MEHUHIOKOKKOBOW, POTaBMPYCHOM MHOEKLMSMU, KOpPbIO,
KOK/OLWEM, BETPSHOM OCMOM U APYTMMU BaKLIMHOKOHTPON-
pyeMbIMU UHDEKUMAMM.

Ha npoxoauBlweM B paMKax BaKuUHa/lbHOW Accamo6-
nen o4yepegHoMm 3acegaHuM HawuuoHanbHOro cor3a
3KcneptoB B cdepe ummyHonpodunaktuku (NITAG)
«BaKuuHonpodUuiaKTUKa: 0o6lWeMUpoBble NpoGsiemMbl
U AOCTMXKEHUS TPeOoyloT O6LWMX YCUIUIK» NMPUCYTCTBOBA-
NN BeayllMe 3KcnepTbl B 061acT UMMYHOMPOOUNAKTUKM
M3 rocynapcTB GAMMXKHETO U anbHEro 3apy6exbs.

Mpodeccop O.H. PomaHoBa u3 benapycu u npodec-
cop J1.T. EpanveBa n3 KasaxctaHa 0603Ha41IM OCHOBHbIE
XapaKTePUCTUKM SMUAEMMUONIOTMYECKOW CUTyaLMK MO yrnpas-
NieMbIM MHOEKLUMAM B pecny6aunKax, NpeacTaBuan HalmMo-
HanbHble KaneHgapu NPodUNaKTUYEeCKUX NPUBUBOK, a TaK-
e NPOoAeMOHCTPUPOBaNM yCnexu, OCTUrHyTble 6narogaps
PYTUHHON UMMYHU3auuK. Cpean obwmux npobnem B 061acTm
BaKLUMHONPODUNAKTUKM [IOKNAJ4YNKU BbIAENUIM HeaocTa-
TOYHYIO MPMBEPIKEHHOCTb NPODUNAKTUHECKUM MPUBUBKAM
cpeaun HaceneHus, Gbli 0603HAYEHbl MEPONPUATUSA MO KX
npeoaosieHHIO.

Mpe3naeHT MexayHapoaHoM neavaTtpuyecKon accouu-
auuu, aKcnepT UMMYHOMPODUNAKTUKM M3 UHAMKM OOKTOp
HaBunH Takep 0603Ha4yMa BakHyio pofnb HauuoHanbHOWM
TEXHUYECKOM KOHCYNbTAaTMBHOWM IPYMMbl 3KCNEPTOB MO UMMY-
Hu3aummn (NITAG) B npouecce MoaepHu3auuu PYyTUHHOWM
nporpamMMbl BakLMHaLMK U psiga Apyrux BONPOCOB MO UMMY-
HM3aLMK B KayecTBE HE3aBWCUMOrO KOHCYNbTATUBHOIO
opraHa. [loknagynk MOAYEepKHYN 3HavyeHWe BKAada neau-
aTpoB B X04e NMPUHATUA pelleHui B 061acTi BaKLMHOMPO-
GUNaKTUKK B paMKax paboTbl JaHHOW 3KCNEPTHOM rpynnbl.

[eHepanbHbIM ceKpeTapb EBponenckon neaMaTpuyecKkomn
accouunauumn goktop Mexmet Bypan n3 Typuuu nogenuncs
onbiToM Typeukon Pecny6inMKu B COBEPLIEHCTBOBAHWU
HaLMOHaNbHOW NMporpaMmbl MMMyHM3auUMKW 3a MnocnegHee
fecaTuneTve, NO3BOMMBLIEN AOCTUYb 3HAYMUTENbHBIX ycrne-
XOB B peanu3auuu rnobasnbHblX Lienen EBponerckoro nnaHa
NEeNCTBUI B OTHOLIEHUM BAKLMH.

[oknan o paboTe OCHOBHbIX COBeELlaTeNIbHbIX OPraHoB
no BonpocamMm MMMYHOMNpPoodUNaKTUKK B Poccuun npeactaBum-

na npeacenartens HaunMoHanbHOro col3a 3KCNepToB B che-
pe nmmyHonpoodunaktukn akagemmk PAH J1.C. Hama3oBa-
BbapaHoBa. B HeM 6biiv 0603Ha4YeHbl Beayuwme npobnemsl,
0o6Cy*K/AaeMble Ha PeryaspHO NPOXoaalMX 3acejaHUsAX IKC-
nepToB, B TOM 4YWUC/le Kacaloluecs CoBeplIeHCTBOBaHUSA
HaLMOHaNbHOro KaneHaaps npodunakTUYecKux NpPUBUBOK
W KaneHaapsi NPMBMBOK MO 3MNUAEMUYECKUM MOKa3aHUAM,
NPOEMOHCTPUPOBAHbI YCMEXM, IOCTUTHYTbIE B XOA4€E NPOBO-
JMMON NeATeNbHOCTU, a TaKXKe NepcneKTUBbl AafibHenlero
PasBUTUS MEAULIMHCKOM OTPaCu.

C NpMBETCTBEHHbLIM C/IOBOM BbICTYMW/ WUCMNOJIHUTENb-
Hbl AnpekTop nnatdopmbl «IddEKTUBHOE 34paBoOOXpa-
HeHWe», yneH Paboyel rpynnbl Mo BONpocaM UMMYHOMPO-
GUNAKTUKM MHPEKLMOHHbIX 60/1e3Hen MuH3gpaBa Poccuum
A.B. lMnaKkuaga, KOTOpbIM BbICKa3an UeNbii pag npeaso-
EHUIN, OTMEeYEeHHbIX B peKkomeHpaauuax Accambneun, Tpe-
OylolMX paccMOTpeHUs MuHUCTEPCTBOM 3apaBooxpa-
HeHns Poccuinckon Pepepauunun. B Bonpoce HacyuwHOM
NnoTPe6HOCTU CKOPENLLIEero BHECEHUS UBMEHEHUI B KaneH-
Japb NPOPUNAKTUYECKUX MPUBUBOK MO 3MNUAEMUYECKUM
noKkasaHusM OblM conuaapHbl BCe MpUCYyTCTBOBaBLUME
Ha 3acefaHWK aKcnepTbl. 3Ta HEob6x0AMMOCTb 06YyCN0B-
JleHa TeKyllen anMaeMn4yecKon cuTyaumen u coumanbHon
3HAYMMOCTbIO psga MHDEKLMW, a TaKkKe 0COBEHHOCTAMU
MWUrpauun B nocnegHue rofdbl, YTO CNOCOGCTBYET pac-
NMPOCTPAHEHUIO MHOEKLMOHHbIX 3ab0fieBaHU Ha Teppu-
TOPUKU CTPpaHbl. BbiNO TakKe OTMe4YeHo, YTO BKJOYEHUE
B KaneHaapb NpodunakTM4ecKux NpUBMBOK MO 3NUaeMU-
YEeCKMM MNoKasaHUAM [O0MNOMHUTENbHbIX KOrOPT HaceneHus
W paclMpeHne NepeyHs BaKLMHOKOHTPOIUPYEMbIX MHPEK-
UM He npeanonaraeT yBeNMYEHUS OGBHEMOB PacxoaoB
denepanbHoro 6loaxeTa, HoO NPU 3TOM AACT BO3MOXHOCTb
OGbICTPOr0 U TMOKOro ynpaBneHUs 3NUAeMWOSIOrMYEeCcKomn
CUTyaLMEN B KaXKIOM U3 PErTMOHOB CTPaHbI.

Conpepacenartenb Bcepoccuiickoro cots3a 06LECTBEH-
HbIX 0ObeAMHEHWN NauMeHTOB, pykoBoauTenb CoBeTa
06LECTBEHHbIX OpraHu3aLunin no 3auuTe npaB NnaLuueHToB
B PepnepanbHon cnyxbe no Haa3opy B chepe 34paBoOX-
paHeHus A.B. BnacoB go6aBunn aprymeHTbl, CBUAETENbCT-
BYIOLME O 3HAYMMOCTM CO3[aHUSA YCJOBUI CO CTOPOHbI
rocyaapctBa AN 9KOHOMMYECKM Lieiecoo6pasHoro npo-
M3BOACTBA BaKLUMWH, Yy4WUTbiBas KypcC MNPUOPMUTETHOCTH
OTEYECTBEHHOr0 MNPOM3BOACTBA MMMYHOGMONOIrMYECKHUX
npenapaTtoB. C uenbio 3GPEKTUBHOIO MNIaHUPOBAHUS NPO-
M3BOACTBA BaKHa pa3paboTKa eIMHON METOAMKM ANSA OLEeH-
KM 3KOHOMWYECKOTOo yliep6a OT KOHKPETHbIX MHGOEKLIMOH-
HbIX 3a601€eBaHWM.

YneH-koppecnoHaeHT PAH C.B. CMaopeHKOo nog4yepKHyN
HEe3aMeHUMOCTb MPOBEAeHUA MOCTOSSHHOMO MOHMTOPUHra
UMPKYISUMKM BO3OyaMUTENEN KOHTPOIMPYEMbBIX WMHOEKLNUK



C Aetanu3aunen WTaMMOoBOro cocTaBa, YTO OCOOEHHO aKTy-
aNbHO A1 MEHWMHIOKOKKOBOW M MHEBMOKOKKOBOW MHOEK-
UMK, OT pe3ynbTaToB KOTOPOro 3aBUCUT 3PGEKTUBHOCTb
NPOBOAMMON MMMYHOMNPOPUIAKTUKN.

3acnywaB M 06CYyAMB BbICTYNNEHUS [OOKNaA4YMKOB,
4yneHbl HesaBuCUMMOro akcneptHoro coseta Cow3a 3Kc-
neptoB B 061acTM MMMYHOMNPOOUIAKTUKK, UMelwme
npaBO rosoca, Bblpa3unuM CBOE €AWHOMNacHOe MHeHue
0 Heo6X0AMMOCTU He3amMeaNUTEeNbHOro npoLecca coBep-
LWEeHCTBOBAHMSA HaLMOHaNbHOro KaneHngaps npodwunakx-
TUYECKUX NPUBUBOK M KaneHaapsa npodunakTUYEeCKMX
NPUBUBOK MO 3NMAEMUYECKMM MOKa3aHUAM, YTO HEOAHO-
KpaTHO o6cyXKaanocb Ha 3acegaHusx HauuoHanbHOro
colo3a 3KcneptoB B chepe MMMYHONPOPUIAKTUKMU,
coBelaHnax Pab6odyen rpynnbl 3KCOEpPTOB MO BOMPO-
camM MMMyHonpodunakTuku MuH3sgpaBa Poccuun. Kpome
TOro, cobpaBlUMecs 3KCNepTbl Cpean KIYEBbIX acnek-
TOB OTMETMNn psag npobnem B 06nacTM opraHu3auumu
UMMYHONPODUNAKTUKK, KOTOPbIE AONXKHbI 6blTb BbIHECEHbI
B peKoMeHjauuu, agpecoBaHHble OopraHaM 3aKoHoaa-
TENbHOW U UCMONHUTENBHOW BNacTu. B yacTtHocTH, npodec-
cop C.M. XapuT n 3aMecTuTeNb HavalbHUKa YnpaBneHus
anuMaeMuonoruyeckoro Haasopa deaepanbHON CNyKObI
no Haa3opy B chepe 3alnTbl NpaB noTpebutenen n 6naro-
nony4us yenoseka A.A. MenbHMKOBa 06paTuin BHUMaHWe
Ha nepevyeHb HECOOTBETCTBMI LeNoro psga HopMaTUBHbIX
N peKomeHAaTeNbHbIX AOKYMEHTOB, onpeaenstowmnx opra-
HU3auUMIo M NOPSAOK NPOBEAEHUS BaKLMHOMPOPUNaKTHU-
KW, 4TO TpebyeT nepecmoTpa M aKTyanusauuu c LeNblo
rapmMoOHM3auMm HopmMaTUBHOM Ga3bl B 06/1aCTU MMMYHO-
npodunakTnuku. A.A. MenbHMKOBa, B CBOK o4vepelb, pac-
CKasafa O MOArOTOBMIEHHbIX W HaMpaBfieHHbIX B MUH3paB
Poccumn npeanoxeHnsx rapMoHmn3aLmnm TeKcTa JOKYMEHTOB
CaHlnH 3.3686-21 «CaHUTapHO-3aNMAEMUOSIOTMYECKHNE
TpeboBaHMsa Mo npodunakTuke UHOEKLMOHHbIX 60Nes-
HeW», yTBepKAeHHbIX [TocTaHoBNeHWEM [MaBHOro rocyaap-
CTBEHHOro caHuTapHoro Bpaya Poccuitckon depepavinu
oT 28 aHBaps 2021 . N2 4, v lNMpukasa MuHsgpasa Poccuu
oT 06 gekabps 2021 . N2 1122H «O6 yTBEPKAEHUN HALLMO-
HanbHOro KaneHgaps nNpPoPUNAKTUYECKUX MPUBUBOK,
KaneHgaps npodunakTUY4eCKMUX NPUBMBOK MO anngemuye-
CKMM NOKa3aHWSM M NopsiiKka npoBefeHusa npodunaktmye-
CKMX NPUBUBOK>.

OAHMM M3 OpraHM3alLMOHHbIX BOMPOCOB MOBECTKM 3ace-
AaHMS 6bIN0 e4MHOMNAaCcHO NPUHATOE pelleHne 0 BKOYEHUH
B cocTaB HaumoHanbHoro Coto3a aKcnepToB B chepe MMMY-
HONPOdUNAKTUKM [NMaBHOIMO BHELWTATHOro creunanncTa
no MHOEKUMOHHbIM 60ne3Ham KomuTeTa no 3apaBooxpa-
HeHuto 1. CaHKT-leTepbypra, HavyanbHMKa Kadeapbl MHDEK-
LIMOHHbIX 6ONE3HEN (C KypCoM MeaMLIMHCKOM mapa3uTono-
MW KM TpONMYecKux 3aboneBaHni) BoeHHO-MeaULIMHCKOM
akagemun um. C.M. KupoBa, rnaBHOro MHbEKLMOHUCTA
MuHucTepcTBa 060poHbI Poccuitckon depepauunu, O.M.H.,
yneH-KoppecnoHgeHTa K.B. XgaHoBa.

YyacTHUKKM cumno3uyma «fyTb K uaeanbHOW NpaKTUKe
BaKUMHaLMKU» MOAYEPKHYM, YTO MOCNEACTBUSAMKU NaHAae-
Mun COVID-19 ctanu HapylueHus B npoLliecce opraHusa-
LMK PYTUHOM MMMYHM3aLMK, B pelynbTate Yero ¢ Havana
nepvoja Bbixoga M3 NaHAeMUKU 6OMbLIMHCTBO yNpaBAseMblxX
C NOMOLLbID BaKUMH MHOEKUMH NpOosBAAIOT HETUMUYHOE
pacnpocTpaHeHMe M aKTUBHOCTb. B yacTtHocTh, B 2022 T.
3aperncTpmpoBaH ObICTPbLIM POCT 3a60N1eBaAEMOCTU KOPbIO
(+10 000% npwupocT B cpaBHeHun ¢ 2021 r.), rpunmnom
(+309%), Koknowem (+186%), MEHUHITOKOKKOBOW MHDEKLMU-
en (+105%) v ap.

Cpean MHPEKUMW, OEMOHCTPUPYIOLWMX B HacToslee
BpeMs pacTyllyto 3ab0/ieBaeMOoCTb, LeNbli psg He MOryT

OblTb KOHTPOAMPYEMbl HWU AENCTBYIOWMM HaLMOHaNbHbIM
KaneHgapem npoduUNaKTUHECKUX MPUBUBOK, HU BO3MOXK-
HOCTSIMW KaneHaaps NPMBMBOK MO 3MMAEMUYECKUM MOKa-
3aHnaM. B nepBylo odyepenb TpebylOWMMU aKTyanmM3aLunu
nporpaMMbl BaKUMHOMPOPUAAKTUKM OTMEYEHbl MEHMUHIO-
KOKKOBas MHbEKUKs, poTaBupycHas WMHOEKLMsa, peBak-
LMHaUMs NPOTUB KOKJOLWa MAaAWMX LWKOAbHUKOB M noa-
POCTKOB, BETPsiHas ocna. B nomolyb Bpadyam 1 poautensam,
Kenawwnm 3alnTuTb JeTer 0T MakCMMaibHO BO3MOXHOIO
KonnyectBa MHbEKUMH, K.M.H. M.B. degoceeHKko npea-
cTaBuna 06HOBNEHHbIN NpoeKT Coto3a neguatpos Poccun
«ApeanbHblM KaneHgapb BaKuuHaumm — 2023», KOTOPbIK
BKJ/IlOYAeT CBOAHbIN rpaduKk perkomeHayembix Coro3oMm
neguatpoB Poccun npmBMBOK OT 19 aKTyalbHbIX MHOEK-
UMK ONns geTter Ha NpOTSXKEHWM BCEro nepuvoda AETCTBa,
[LOMOJSTHEHHbIM HarNAAHBIMKM MaTepuanamu, AEMOHCTPUPYIO-
LLMMHU BO3MOKHOCTb M @aNrOpuUTM NPOBEAEHMS KOMMIEKCHON
3aWmnTbl pebeHKa OT MHPEKLUMOHHbIX MOPaXKEHUN HEPBHOM
CUCTEMDI, TAXENblX pecnupaTopHbiX MHOEKLMH/MHEBMO-
HUW, MHPEKLUUN Kenyao4yHO-KULIEYHOro TpaKkTa W Apyrux
OpraHoB W cucTeM. HauuoHanbHble 3KcnepTbl B 06/sacTH
BaKuMHonpodunaktukn npodeccop C.M. XapuT U K.M.H.
A.10. PTuweB obcyannun camble CNOXKHbIe U Hanbonee 4yacto
BO3HMKalOLMEe BOMPOCHI MPaKTUHECKON BaKUMHALMK, a TaK-
e NpeacTaBuIvM maTepuasbl, NPeayCMOTPEHHbIE Ans pabo-
Tbl Bpaya C COMHEBAWLWMMUCS POAUTENSMM NO BOMpoOcam
NPodUIaKTUHECKMX MPUBUBOK.

OTKpbiBass CUMMNo3nMym «YpoOKuM HUHPEKLuUh B MOCT-
naHaemMu4ecKkun nepuopa», npodeccop J1.H. MazaHKoBa
B CBOEM [OKNlafe o603Hayuna Begyline HanpaBieHus
3NMAEMMUONIOTMYEeCKOro HebnaronoayynMsa nocne Bbixoaa
M3 naHgemun COVID-19 B cTpaHe, KOTOpble 3acTaBis-
0T COBEpPLWEHCTBOBATb TPAAMLMOHHYID CUCTEMY WUMMY-
HonMpodmnakTUKKM. B xoge npoBeAeHHOro cummnosuyma
JOKNag4YMKnu obpatuan BHUMaHWE MeAUMLMHCKUX paboT-
HWMKOB Ha KOKJOW M MEHWUHTOKOKKOBYI MHOEKLMIO, BO3-
06HOBMBLLUME POCT 3ab0/€BaeMOCTM B CaMble paHHue
CPOKKU BbIxoga M3 naHgemuu COVID-19. Hapsgy ¢ aTum
perncTpupyemblie B nocnegHue rofbl NPU3HaKM OCNOXKHE-
HWUS ANUAEMMUONOTMYECKON CUTYaLMKN MO MEHUHIOKOKKOBOWM
nHbeKunn B Poccun TpebytoT nepecMoTpa AeNCTBYOWEro
rpapuKka pyTMHHOW UMMYHM3aALMU U OpraHM3aLmn BaKLm-
HOMPOOUNAKTUKN B paMKax KaneHgaps npodunaktuye-
CKUX NPMBMBOK. BKNo4yeHMe BaKLUMHaLUMK geTen nepBoro
rofa *M3Hu NPOTUB MEHUHITOKOKKOBOW MHPEKLMN B HALU-
OHaflbHbIM KaneHgapb NpPoOPUNAKTUYECKUX MNPUBUBOK
obecneynt GOpMUPOBAHUE KONNEKTUBHOTO MMMYHUTETA
K MHObEKUWUKU, CHMKeHne 3aboeBaeMOCTU U, KaK cnea-
CTBME, NpefoTBpalleHUe CMEPTHOCTM U MHBaNMAM3aALMK
OT MEHWHIOKOKKOBOW WMHO)EKUMKU, COKpaLLEHME IKOHOMMU-
yecKoro yuwepb6a oT MHOEKLMOHHOro 3ab0sieBaHus.

Mpodeccop E.P. MecknHa [OfOXKWNa O roTOBSALMXCS
M3MEHEHMAX NepeyHs NpeaoTBpaTUMbIX MHOEKUMI B paMm-
Kax HaluWMOHaNbHOro KaneHaaps npopunakTuyecKmux NpuBm-
BOK 3a CYeT BaKLMHaLMM MNajeHueB NPOTUB MEHUHIOKOK-
KOBOW MHbEeKuMn. Ha OoCHOBaHMM 3NMAEMMUONOrMYECKOro
Heb6naronoayyns No MEHWHIOKOKKOBOW MHPEKLUK B CTpa-
He, C y4eTOM MOSIBNEHUS BO3MOXHOCTEN OTEYECTBEHHO-
ro NpovM3BOACTBEHHOro 06ecnevyeHnss MEHWHIOKOKKOBOWM
KOHbIOTMPOBaAHHOW 4-BaneHTHOW BaKLMHOW M cOrjiacHo
W3MEHEHUAM cpoKoB [lnaHa meponpuaTtMi No peanusa-
umn CtpaterMm pasBUTUS OTEYECTBEHHOW MMMYyHOMNPOdU-
NaKTUKKN BKOYEHUE MPUBMBKM NPOTUB MEHWHIOKOKKOBOM
MHPEKL MM AOMNKHO NPOM30NTH He no3xe 2025 1.

O KOK/loWe KaK HegooueHWBaeMon yrpo3e AeTCKO-
My 3[0POBbl0 pacckasan Bpayvy-UMHPEKUMOHUCT K.M.H.
N.B. KoHoBanoB. KOKntowW He TONbKO TauT ONacHOCTb OC/IOXK-
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HEHUN BAUAHMEM MHODEKLMOHHOroO npouecca Ha coma-

TMYeCKoe 3[0pOBbe AN9 AEeTel NMepBOro roga XM3HWU, HO

M yrpoxkaeT yxyaleHnem TeyeHuss POHOBOM NaTonoruu,

NMCUXONOrMYECKUMHU M COLMaNbHbIMMU NOCNEACTBUAMMU AETAM

cTapwero Bo3pacTta. [oKnagynk npeactaBun anroputm

CBOEBPEMEHHOW AMArHOCTUKM KOKJOWa C UCMONb30BaHU-

eM nabopaTopHbIX METOAOB, a TAKKe C MOMOLLbIO AOCTYNHOM

M MOHATHOM aHKEeTbl Kawnswowero naymMeHTa. OntumanbHoOn

cTpaTernemn no CHUXKeHWo 3a601eBaEMOCTU U CMEPTHOCTHU

OT KOKJoWa 6blM 0603HaYEHbl CBOEBPEMEHHbIN LMPOKUI

oxBaT NPUBMBKaMK AeTer NepBbiX ABYX S1€T KW3HKU, AOrO-

HAOWaa MUMMYHM3aLMA He NPUBUTbIX B CPOK, MoaTanHoe

BHeAPEHWE BO3PACTHbIX pPeBaKLUMHALMUA MPOTUB KOKMIO-

lWa geten B 6-7 neT, NOAPOCTKOB U B3POC/bIX KarKable

10 net ¢ MOMeHTa nocnegHen pesakuMHauuu. B KayectBe

O[HOW U3 BO3MOXHbIX Mep rno 60pb6e ¢ pacnpocTpaHeHnem

KOK/IOWHOM MHDEKLUMN cneqyeT UCNonb30BaTbh BHeAPEHNE

BO3PACTHbIX pPeBaKLMHALMIN B perMoHasnbHble nporpammbl

BaKLMHOMNPOPUNAKTUKHK, HA4YMHAS CO CeayloL X KaTeropmm

HaceneHus:

® nauMeHTbl U3 FPYMNN PUCKA TAXKENOro TeYEHUS KOKoLWa,
CpeAn KOTOPbIX AETU U3 MHOMOLETHbIX CEMEW;

® [eTW, NPOXKMBAIOLWME B 3aKPbITbIX YHPEKAEHUAX;

® MauMeHTbl C XPOHUYECKON BPOHXONErOYHOM NaToNOrnen,
OPOHXMaNbHON acTMOW, C MMMYHOAEDULUTHBIMU COCTO-
AHMAMK (BUY-MHOUMUMpPOBAHHbBIE, C OHKONOrMYECKUMU
3ab60/1eBaHUAMMN);

e (GepeMeHHbIe KEHLLNHbI;

® B3pOC/ble B CEMbSIX, M1€ €CTb HOBOPOXKAEHHbLIE U HENPU-
BUTble AeTh Ao 1 roaa;

e joaun ctapwe 60 net n paboTHMKK, UMetoLlme npodec-
CUOHalbHble PUCKK (COTPYAHWKU MeOMLMHCKUX, obpa-
30BaTeNbHbIX, UHTEPHATHbIX YYPEKAEHUN, Y4peaeHumn
coumanbHoro obecnevyeHuns).

YYaCTHUKM CMMMNO3UYMa, MOCBAWEHHOrO BaXHbIM
BonpocaM npodUNaKTUKU MHEBMOKOKKOBOW WHOEKLUH
B NeAnaTpuM4yecKon NpakTuKe, MPeacTaBUin HOBYIO KOHBIO-
rMpPOBaHHy0 13-BaneHTHYID MHEBMOKOKKOBYIO BaKLMWHY
NMHemMoOTEeKC B KayecTBe MHHOBALMOHHOro npodunak-
TUYECKOro UHCTPYMEHTa, NpeaycCMOTPEHHOro ANA 340-
poBbsi peGeHKa, KOTOpPbI [0JI}KeH HaxoAuTbCA noj
3awWMTON OT MHEBMOKOKKOBOMK UHPEKL UK.

Axkagemnk PAH H.N. Bpuko 0603Ha4nn akTyanbHOCTb
npo6aemMbl MHEBMOKOKKOBOW MHOEKLUMN C 3NMAEMUNONOIU-
YECKOM TOUYKM 3PEHUs, OXapaKTepn3oBas pacnpoCTpaHeH-
HOCTb NMHEBMOKOKKOBbLIX 3ab60/€BaHU U 3KOHOMUYECKMNE
notepu. bbinn npeacTaBneHbl pesynbTaTbl 3NUMAEMUONONU-
YECKMX OTHYETOB, B KOTOPbIX OTMEYEeHa TEHAEHLMS K CHMU-
eHuto 3a60neBaemMoCcTi BHEGONbHUYHBIMU MHEBMOHUSMMU
cpeav peten B nepuog naHAeMuu. Bbinn NoavYepKHYyTbl
0YeBUAHbIE YCNEXn BaKLMHaALMK NPOTUB NMHEBMOKOKKOBOM
nHdeKkumn y aeten B Poccuiickon depepauunu, oaHaKo
nokasartenu oxBaTta MMMyHMU3aUMEW AeTen WU OoNu OeTewn
B BO3pacTe 1-2 neT, NOAYYMBLIMX MOJHbIN KypC BaKLUMHa-
LMW NPOTMB MHEBMOKOKKOBOW MHMEKLNK, OCTaloTCs Hendo-
CTaTo4YHbIMK (62,9 n 65,2% cooTBeTcTBeHHO, 2021 T1.),
a oxBarT AeTen B Bo3pacTe Ao 6 mec cocTaBaseT nuilb 36,5%
(no gaHHbIM 2021 1.).

B pamkax cumnosunyma npodeccopom O.A. Pbl4KOBOM
OblIM NpeAcTaBieHbl pe3ynbTaTbl KAMHUMYECKUX UCCneno-
BaHun ¢dasbl Il y geten NHEBMOKOKKOBOW MosMcaxapua-
HOM KOHDBIOTMPOBAHHOW agacopbupoBaHHOW 13-BaneHTHOM
BaKUMHbI, 3aperncTpmupoBaHHON Ha TeppuTopun Poccum
nof TOProBbiM HanMeHoBaHue «[THEMOTEKC».

MpaKTM4yecKkMe acnekTbl NMPUMEHEHWS BaKLUMHbI npea-
CTaBuWN B CBOEM AoKNaje K.M.H. A.1O. PtTuueB. B HacTosuwee
BpeMs B Hallel cTpaHe BaKUMHaALUMUS yKe NpoBOAMTCSH

B pamMKax HaLMOHaNbHOrO KaneHaaps M KaneHaaps npu-
BMBOK MO 3MNUMAEMMYECKMM MOKa3aHMAM B O6LENPUHATLIE
BO3paCTHble CPOKM M MO CTaHAAPTHbIM CXemaMm, B TOM
yucne nvuam u3 rpynn pucka. B oTHOWEHWU NpoOTMBOMO-
Ka3aHui 6b1710 NOAYEPKHYTO, YTO OHU ABASIOTCS 06LLENpPU-
HATBIMW, KaK 1 ANs APYrMx BaKUMH. Bbliv NoKasaHbl pesyib-
TaTbl COBMECTHOIrO MNPUMEHEHWUS BaKUWHbI THEMOTEKC
C APYrMMU BaKLMHAMM, BXOASALWMMU B PYTUHHYIO NPOrpaMmmy
UMMYHU3aLNUN.

Mo wuToram cumnosnyma BeaywMMW chneunanucTamu
B 061aCTU BaKUMHONPOOUNAKTUKKN 6bll chOopMynmMpoBaH
nepevyeHb pekoMeHAauuh, KOTOpbI BKAOYaeT Heobxoau-
MOCTb COBIOAEHNSA CXEMbI BaKLMHaLU MK IeTEN B AEKPETUPO-
BaHHblE CPOKW, NPeayCMOTPEHHbIE HALMOHaNbHbIM KaneH-
napem npodunakTUYeCcKUx NpPMBUBOK. PeKOMEHO0BaHHbIN
OxBaT BaKuMHauMen geten 0o 6 MecC XU3HU Ana adpdek-
TUBHOW MPOUNAKTUKM NMHEBMOKOKKOBOM MHOEKUMM A0N-
¥eH OblTb He MeHee 95%, TaKKe cneayeT NoBbICUTb YPO-
BEHb MPMBUTOCTU AeTerm K 15 Mec ¥u3HuW. [JonycTumo
coyeTaHHOE NMPUMEHEHWEe 3aperncTpupoBaHHbix B Poccui-
ckon depepaummn  13-BaNeHTHbIX KOHBIOFMPOBAHHbIX
NMHEBMOKOKKOBbIX BaKLUMH B Nt060M MocnegoBaTeibHOCTU
Ha Nn6oM 3Tane MMMyHW3aLMKM Ha OCHOBAHWM peELIEHUS
MuH3gpaBa Poccvn 0 B3aMMO3aMeHAEMOCTU JIEKapPCTBEH-
HblX MpenapaToB.

B 3aBeplieHne cumnosnyma akagemuk PAH H.U. Bpuko
npeactaBmia apadT METOAMYECKUX PEKOMEHAALMN MO Bak-
LMHoNpodunakTuKe NMHEBMOKOKKOBOW MHPEKLUK y OeTewn
M B3POC/bIX, KOTOPbIA Gbl MOArOTOBAEH aBTOPCKUM KO-
NIEKTUBOM HECKOJNIbKMX MNpOdecCMOHalbHbIX accouunauum
M roToBUTCH K nevatn B 2023 1.

OToenbHOM TeMon ans obceyxaeHus Ha Accambree cTa-
Nla pecnupaTopHO-CUHUMTHANbHasa BUpycHas WHeKuus
(PCB-uHdeKuus), npeacTaBnsiowas cobon 3Ha4nuMyto yrpo-
3y ANs MAafeH4YeCcKoro 340p0BbS.

Mpodeccopom T.A. Heb6oTapeBon NpeacTaB/eHbl BONPOCHI
naToreHesa v KNMHN4YeCcKon KapTnHbl PCB-UHdEKL MK B 3aBK-
CUMMOCTM OT BO3pacTa U UCXOAHbIX 0COOEHHOCTEN COCTOAHMUSA
3[0POBbS, TAXKEble NOCNeACTBUSA NEPEHECEHHON UHDEKL MK
[ANS HEJOHOLWEHHbIX M MNafeHLEB U3 rpynn pucKa.

B noknage A.W. PbiIkyHOBOW NPOAEMOHCTPUPOBAHO He-
06bl4HOE SIBNIEHWE W3MEHMBLUErOCS 3NUAEMUONOrMYECKOro
npouecca PCB-nHdekuunu B nepmnoa naHgemum COVID-19,
nony4ymBlliee Ha3lBaHue TpuaeMuu. Oco6eHHOCTAMKU B3a-
UMOLENCTBUSA pPECnUPaTOPHO-CUHLMUTHANBHOTO BUpYyca
C APYrMMK pecnupaTopHbIMW BUMPYCaMKU B Nepuoa naHae-
Mun COVID-19 ob6bsAcHaeTca noabem 3ab60/1eBaeMOCTU
PCB-uHbeKkumen cpean HaceneHus pas3HOro BoO3pacTa,
4TO cnoco6CcTBOBaANO OAHOBPEMEHHOW LUMPKYyNaUMK pas-
JINYHBIX WTaMMOB BMpYyca rpunna, pecnnupaTopHO-CUHLM-
THanbHOro BMpyca n KopoHasupyca SARS-CoV-2.

B noknape npodeccopa N.A. benseson 6b11M Nogpo6GHO
OCBelleHbl acneKTbl UMMYHONPodunakTnkn PCB-nHpeKLm
cpean geTer M3 rpynn BbICOKOMO PUCKa, OCHOBAaHHblEe
Ha AaHHbIX MacwTabHbIX KAWMHWYECKUX WCClefoBaHum
M MeTaaHann30B. OBWNPHbIA MPaKTUYECKUI ONbIT AOKNaA-
YMKa NO3BOMAMA MPEACTaBWUTb PEKOMeHAauuuM no opra-
HM3aLUWMKM NPOBEAEHUS MacCMBHOM WMMMYHW3aLMKU MPOTUB
PCB-nHbeKumu.

HeckonbKo cMmno3nymoB Ha Accambnee 6bl10 NOCBS-
LleHO npobreme Tyb6epKyne3Hon WMHPEKUMKU, COXpaHsto-
LLIEW CBO aKTyaslbHOCTb M B HblHELWIHee BpeMs. B pamkax
cumno3uyma «TyGepKysie3 KaK couuasbHO 3Hayumoe
3a6osieBaHUe: BONPOCbl paHHEro BbIIBJIEHUA U MNpoO-
dunakTMkn» noa npeaceaaTtenbCTBOM [aBHOMO BHeLW-
TaTHOro AeTcKoro cneunanucta ¢tuavatpa MwuH3gpaBa
Poccun a.m.H., npodeccopa B.A. AkceHOBOM Obliv npea-



CTaBJ/IEHbl aKTya/bHble AaHHblE MO OpraHM3auun NPoTUBO-
Ty6epKy/Ne3HOM MoMOLLM AeTaM U noapocTtkam B Poccuu.
HecMoTps Ha OTKa3 OT MaccoBOW BaKLUMHaLWKW B CTpaHax
EBponenckoro permoHa, no MHEHUIO OTEYECTBEHHbIX 3KC-
neptos, B Poccun genatb Takow wwar euwe paHo. BHumaHune
NPUCYTCTBYIOLWMX ObIIO MPUKOBAHO K MEPONPUATUSAM
MO CKPUHUHIY Ha TyOGEpPKy/e3 KakK OAHOMY M3 BarKHEMLW KX
BMeLlaTeNbCTB, HanpaBJ/fieHHbIX Ha 60pbOY C Ty6EpPKyne3om,
0CO6€EHHO B AeTcKon nonynsuuu. Kak otmetuna npodeccop
B.A. AKCeHOBa, OCHOBHbIM METOAOM BbIIBNIEHUA TyOepKy-
NIe3HON MHOEKUMU Yy aeTen aABnsieTcs MMMYHOAMarHOCTH-
Ka, OCHOBaHHas Ha onpefeneHnn runep4yyBCTBMTEIbHOCTH
3aMeANIeHHOro TMNa B OTBET Ha MpUCYTCTBME MUKOGaKTe-
pun B opraHuame. B 2022 r. BO3 Bbigenuna npuHumMnuanbHoO
HOBbIM K/1TaCC KOXHbIX NP0O6 AN paHHEro BbiABNEHUS Tybep-
Kyne3Hon MHEeKLUNN Ha OCHOBE aHTUreHoB Mycobacterium
Tuberculosis (ESAT-6 n CFP-10) — TBST (Mycobacterium
tuberculosis antigen-based skin tests), n [unackuHTecT,
BK/IIOYEHHbIN B 3Ty rPynmny KOXHbIX TECTOB, Kak oTMevatoT
MEeXAyHapoaHble 3KCNepTbl, UMeeT ANUTENbHYIO WCTOPUIO
NPUMEHEHUS 1 0b6najaeT AJOKa3aHHOW BbICOKON addeEKTUB-
HOCTblo. CneunanucTbl-GTU3MaTPbl HAMOMHUAK, YTO B Fpyn-
nax pucka no 3abosieBaHUo TY6EPKYNEe30M CKPUHUHIOBbIE
MEPONPUATUSA C NPUMEHEHUEM KOXHbIX MPo6 MPoBOASATCA
2 pasa B rog. B pamkax cumnosanyma 6biN10 OTMEYEHO,
yto ¢ 1 aHBapa 2023 r. B Poccuitckon denepaumm npoBo-
[UTCS pacCLUMPEHHbIM HEOHATaNbHbIM CKPUHUHI — 06cneno-
BaHMe Ha 36 HacneacTBeHHbIX 3aboeBaHun, B TOM Yyucie
Ha HanMymMe NepBUYHbIX UMMYHOAEODULMUTHBIX COCTOSIHUM,
BbISIB/IEHWE KOTOPbIX MO3BOAMUT MPAKTUYECKU MCKIOUYMTb
PUCK Pa3BUTUS OCNOXHEHWWA OT BBEAEHUS XKMUBbIX BaK-
LUMH B paMKax MMMYHOMNPOPUNAKTUKK, B TOM 4YUCNe BakK-
umHbl BCG. Kpome TOro, nepcneKTuBHbIM npeacTaBnseT-
CSl MUCMNONb30BaHWE AaHHOrO CKPWMHMHIA AN UCKIOYEHMS
OCNOXHEHUN MPU NPUMEHEHUU KMBbIX BaKLWH B J1l060OM
nepuoge getctea Npuv NPoBeAEeHMU BaKLMHALMK aTTEeHYyU-
poBaHHbIMK BaKuMHamMW. B npouecce AWCKYCCUM OBCYK-
Janca BOMPOC BO3MOXHOCTM MCKIOYEHUS U3 PYTUHHOWM
NPaKTUKKM peBaKLMHaL MK NpOoTUB TyGepKynesa B Bo3pacTe
7 net. Cneunanuctamu 6blna 03By4eHa HEOOXOAMMOCTb
aKTyanu3aunMm MeXBEeJOMCTBEHHbIX B3aUMOAENCTBUIA MEXK-
4y obpazoBaTe/lbHbIMK U MEAULMHCKUMU YUYPEKAEHUSIMHU
B C/NyYyae HedonylleHUs K nocelieHutio o6pa3oBaTelibHblX
OopraHusaummn ageten Npu HaanMynMM OTKa30B OT AMArHOCTUKK
Ty6epKyne3Hon WMHOEKUMUU, a TaKKe aeTen, npubbiBLIMX
W3 Opyrux Tepputopuin 6e3 obcnenoBaHus Ha Ty6epKynes.
bbino o6paleHo BHUMaHWe Ha 060CHOBAHHOCTb UCMNOb30-
BaHWsa Npobbl C annepreHom Ty6epKyne3HbiM PEKOMOUHAHT-
HbIM ([MaCKUHTECT) C LENbl0 CKPWUHUHIa Tyb6epKyne3Howu
MHPEKLMM Y NOAPOCTKOB HapaBHe ¢ dtooporpadmnyeckum
ob6cnegoBaHMeM.

JoKnagyvMku npeacTaBman OCHOBHbIE MPUHLMMBLI U anro-
PUTMbl COBPEMEHHON MMMYHOAMArHOCTUKU TybGepKynesa,
B TOM YMCe y NaLuMeHTOB C XPOHUYECKUMHM 3a601EBAHNUAMM.
OauH 13 AoKNa[oB K.M.H. M.M. naToHOBOW NO3BOAUA CAY-
LwatensiM 03HaKOMMUTbCS C METOANYECKMMU PEKOMEHAALMNS-
MW M0 UMMYHOMNpodUNaKTUKe Ty6epKynesa, B KOTOpPbIX 060-
3Ha4YeHbl MPUHLMMABI MMMYHOAMArHOCTUKM TyGEepKyne3Homn
MHPEKLMU Yy AeTEN M NOAPOCTKOB, PACCMOTPEHbI NaToreHe-
TUYECKME OCHOBbI TECTOB A/11 MAacCOBOM U MHAMBKAYAbHON
WUMMYHOAMArHOCTUKK TyOGEpPKYNE3HON MHOEKUMKU, a TaKKe
noKasaHus M MNPOTMBOMOKAa3aHUSA y MaUMEHTOB pasnuy-
HbIX Fpynn Ans NpoBeAeHUs TeCToB, 3aperMcTpMpoBaHHbIX
B Poccuiickon depepaumu.

B psae aoknagos, Npoweawnx B paMKax BaKuWHab-
HOn Accambneu «3awmwas NoOKoNeHuUs», 6bl10 yaeneHo
BHUMaHWe BarKHOW POJIN BaKLIMHONPODUNAKTUKN B Pa3HbIX

rpynnax ysa3BMMbIX KOHTMHIEHTOB, CpeAn KOTopbix 6epe-
MEHHbIE XEHLWMWHbI, HEJOHOWEHHbIE MAafeHLbl, NauueH-
Tbl C XPOHMYECKMMKU 3aboneBaHuagmu. OOWH U3 OTBET-
CTBEHHbIX MEPMOAOB XU3HWM pebeHKa, KoTopblh TpebyeT
npoBeAeHUs CBOEBPEMEHHON MMMYHMU3aLMKU, — MOAPOCT-
KOBbI BO3pacT. Hapsaay ¢ yracatouiern nocTBaKLMHasb-
HOW 3allMTOM MNPOTMB KOKAWa, AndTepun, cToNBHSKa
aKTyallbHbIMK CT@HOBATCH NPodUNaKTUYECKME NMPUBUBKU
NPOTUB MEHUHIOKOKKOBOW MHOEKLUM U BUpYyCa Nanuino-
Mbl yenoBeka (BIMY). YuuTbiBasgs OTCYyTCTBME BO3MOKHO-
CTWM NpoBeAeHMs BaKLMHaALMK MPOTMB ManuaiomMaBupyc-
HOM MHbEKUUM B pamKax aencteua lNMpukasa MuH3gpaBa
Poccun ot 06 gekabpsa 2021 r. N2 1122H «0O6 yTBEPK-
AEHWW HAUMOHANbHOro KaneHaaps npoduiaKTUYEeCKNX
NPUBMBOK, KaneHaaps npodunakTUY4EeCKUX NMPUBUBOK NO
3NMAEMUYECKMM MOKa3aHUAM M nopsiika npoBefeHus
npodunakTUYeCKNUX NMPUBUBOK», YHaCTHUKaMK 3acedaHui
Obl/10 NPEANOXKEHO BHEAPUTb U peann3oBaTb NporpamMmsl
no MMMyHu3auum npotuB BINY BO Bcex pernoHax ctpa-
Hbl MYTEM COBEPLIEHCTBOBAHWUS PErnmoHaNbHbIX KaneH-
fapen npodunakTU4eCcKUX MNPUMBUBOK MK dopmMHUpoOBa-
HWUS NporpamMMm C BHECEHMEM BaKuuHauuu npotus BIY
ONns KoropTbl geten o6oero nona B Bo3pacte 11-13 net
ABYKpaTHO no cxeme 0—6 mMec ¢ MCnoib30BaHWEM BaKLMH
C MaKCUMas/lbHbIM MOKPbITUEM WTaMMOB BO36yauTeENS.
OOHOBPEMEHHO C 3TMM Ba)HO obecneynTb MHbOopmaum-
OHHOE conpoBOXAeHne BaKuuMHauuu npotus BIMY B peru-
OHax C opraHuM3auunen obpasoBaTe/lbHbIX MEPONpPUATUI
4N cneuvanucTtoB 34pPaBOOXPaHEHUs, COTPYAHWUKOB
chepbl 06pa3oBaHUsA, a TaKKe ANa NOAPOCTKOB M MX
poautenen. Heobxoaumo MHOOPMMPOBATb MEAULMHCKMUX
paboTHMKOB O npob6neme nanuINIOMaBUPYCHOW UHOEK-
LMK, ee MocneacTBUSX U BaKuMHONpPOdUNaKTUKe, B TOM
yucne B paMKax NporpaMm HenpepbIBHOro MeANLMHCKOro
obpasoBaHua. BHegpeHune BIl1Y-BaKuMHaLWKM Ha YypOBHE
pPernoHoB MNO3BOMWUT MOAFOTOBUTbL CNeunannucTtoB 3apa-
BOOXPaHEHWUS M HaCeNeHWe K MacCOoBOW MMMYyHMW3aLuu
nogpocTtkoB npotuB BIM4. B cootBeTcTBUM € [TnaHOM Mepo-
NpPUATUI No peannsdaumm CTpaternn pa3BuTUa OTe4EeCTBEH-
HOW WMMYHOMNPODUNAKTUKU UHOEKLUMOHHBbIX GO0NEe3HEN
Ha nepwuoa Ao 2035 roga BHeCEHWE U3MEHEHWMW B HaLMO-
HanbHbLIM KaneHaapb MPMBMBOK B 4acTW BaKLUMHaLWUK
npotus BIMY 3annaHupoBaHO K peanusauun B 2026 T.
(PacnopsrkeHue [lMpaButensctBa 06 M3MEHEHUW CPOKOB
peanuzaumn oT 15 dpespansa 2023 r. N2 343-p).

B pamkax ogHoro W3 KpyriblXx cTonoB Accambnewu
«MlepcneKTUBbl BaKLUHONPOPUIAKTUKU POTaBUPYCHOMN
MHPEeKUUM B pamMmKax HaLMOHaNbHOrO KaneHaapa npu-
BUBOK» COOpaBLUMMNUCS 3KCNepTamu obcyxaanacb npooéne-
Ma pacTyllen 3aboneBaeMoCcTn poTaBUPYCHOM MHDEKLMEN
rnocne Bbixoga M3 naHgemun COVID-19, ee KnuMHWYecKas
M couManbHas 3HAYUMOCTb, @ TaKKE COBPEMEHHbIE NOoA-
X0Abl K UMMYHMU3ALMU M HAKOMJEHHbIN MeXAYHaPOLHbIV
N POCCUWCKMI OMbIT NMPUMEHEHNS POTABUPYCHbIX BaKLMH.
Y4YaCTHUKM Kpyrnoro ctona eaAuHOAYWHO MNOAYEPKHYNH
HEO6X0AMMOCTb CKOPEWLIEro BK/OYEHUS MPUBUBKK MNpPO-
TUB POTaBUPYCHOM MHPEKLMK B HaLMOHaNbHbIN KasleHaapb
NPodUIaKTUHECKMX NPUBUBOK B MPUOPUTETHOM MOPSAKE.
Hapsay ¢ aTUm aKcnepTbl NPULLAK K BbIBOAY, 4YTO MpH OTCYT-
CTBMM HaUMOHaNbHOW MpOrpaMmbl MMMYHW3aLMKU NPOTUB
poTaBUpPyCHOM MHOEKUMN HEOBXOAMMO pa3BMBaTb Perno-
HafbHble NPOrpamMmmbl UMMYHMU3aUMKU U CTPEMUTBLCS K OXBa-
Ty NpodUNaKTUYECKMMU NPUBUBKAMKU MPOTUB pPOTaBMpPYC-
HOW WHdeKunn He meHee 80% OeTen paHHero Bos3pacTa.
3apeructpupoBaHHble B Poccuiickon denepauuun potaBu-
PYCHble BaKLMHbl MOTYT MPUMEHSATLCS COBMECTHO C APYrMMU
BaKUMHaMW HaLMOHaNbHOIO KaneHaapss npodwunaktuye-
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CKMX NPUBMBOK U KaneHjaps NPpMBUBOK MO 3NMAEMUYECKUM
noKasaHusaM, a nepopasnbHbii CNOCO6 BBEAEHUS HE NPUBO-
OWT K NOBbIWEHUI0 MHBEKLMOHHOM Harpy3ku Ha pebeHKa.
Ob6ecnevyeHne 6ecrnepebOMHbIX NMOCTAaBOK POTaBUPYCHOM
BaKLUMHbI B Poccuiickyio dPenepaumio ABNSETCS OCHOBOMO-
naratiowmm GakTopom paclMpeHns HaLMOHaNbHOIo KaneH-
naps npodunakTUYeCKUX MPUBMBOK. llepcneKkTuBy pas-
BUTKS NOKalbHOIO MPOM3BOACTBa POTAaBMPYCHOM BaKLMHbI
Ha TeppuTopuKn Poccun cneayet paccmaTpvBaTb KaK Ba-
HblI, HO He MepBOCTENEHHbIN GaKTOP MPUHATUS COOTBET-
CTBYIOLLEr0 peLleHus.

KntoyeBorn Temor B paboTe BaKLUMHanbHOM Accambnen
cTano o6cyXKAeHWe perMoHanbHOro onbiTa BaKLMHOMNPOOHU-
NAKTUKKU B YCMIOBUSIX COBPEMEHHbIX MPO6IEM W BbI30BOB
3[0POBbI0 M 6€30MNaCHOCTU HaceNeHNs CTPaHbl, B KOTOPOM
aKTMBHOE y4acTue MPUHAAN NPeACcTaBUTENN Pa3UYHbIX CyOb-
eKkToB Poccuiickon depepaumun (ApxaHrenbck, Bonrorpag,
ExkatepunHbypr, UpKyTcK, KpacHogap, MockBa, HwxHuM
Hosropoga, Pecny6bnuka TatapctaH, lepmb, Camapa, CaHKT-
MeTtepbypr, CtaBpononb, TtoMeHb, YNbSHOBCK, Yeb6oKcaphl,
YensabuHcK, XaHTbl-MaHcuicK u ap.). OpraHmMsaTopbl 34paBo-
OXPaHEeHUs U NPaKTUYECKMEe Bpayu NpeacTaBuiInM COO6CTBEH-
HbIM OMbIT M YCNEXM B peanusaLunm permoHanbHblX NporpaMm
BaKLUMHONPODUNAKTUKM C MPUMEHEHWEM WMHHOBALMOHHbIX
METOAOB perucTpauun NpuMBUTOCTW, B XOAE BaKUMHaLUK
0CcOo6bIX FPynmn pucKa, C UCMonb30BaHMEM o06pasoBaTesib-
HbIX MPOrpaMMm no Bonpocam BaKUMHONPODUIAKTUKK cpean
MeANLMHCKMUX PabOTHUKOB.

MpuctanbHOe BHMMaHWe B nporpamme Accambneun 6b110
yaeneHo npob6aeme HeaOCTaTOYHON MPUBEPIKEHHOCTU BakK-
LMHaUMK Cpean HaceneHus, a TakXe cpean MeauLMHCKUX
paboTHUMKOB pas3fiMYHbIX cneLmanbHOCTEN, YTO CNOCOBCTBY-
€T 3Ha4YUTENbHOMY CHUMKEHMIO OXBaTa NPUBMBKaMK W NOA-
[LepXMBaET PacnpoCTPaHEHHOCTb M yrpo3y ynpaBaseMblX
MHeKUnn. OTaenbHbIM CUMNO3UYM Obl1 MOCBSALWEH BONPOCY
HEe060CHOBAHHbIX MEJULIMHCKMX OTBOAOB, Ha KOTOPOM J€eT-
CKMe crneumanucTtbl oT HeBponora ao JIOP-Bpaya B pamKax
Kpyrnoro crtona o6CyauAn MPUYUHBI NIOXKHbIX NPOTUBOMO-
Ka3aHui K BaKUMHaLMW M BO3MOXHble Mepbl No 6opbbe
¢ ObITYIOWNMKU cpeam Konner 3abnyXAeHnsaMn B OTHOWEHWUHU
6€30MaCHOCTH COBPEMEHHbIX BaKLMH.

Ba)xHOMy BOMpocy ycCnewHOW KOMMYHWKaLuWKM Bpada
M nauuneHTa Obl NOCBSLWEH 3aBeplarwmmn CUMNO3UyM
BaKUKWHanbHONM Accambnen, KoTopblM cobpan 6o0nblioe
YMUCNIO Yy4YacTHWMKOB. [lpodeccuoHanbHbiM MCUXONOTOM
O6blM NpeacTaBneHbl obydvatoume npaBuna MNOCTPOEHUSA
[OBEPUTENbHOrO Auanora, OCHOBaHHble Ha YBEPEHHOCTH
M 0o6poxKenaTeNbHOCTU BCEX €ro CTOPOH. MpUHUMaBLIKM
yyacTne B MEPONPUATUU NpeacTaBuTeb BcepoccuncKkoro
coto3a nauymeHToB 0.M. AnbMeHaeeB NPOAEMOHCTPUPOBAN
pesynbTaTbl ONpoca POCCUSAH, MOATBEPXKAAOWME KpanHe
HU3KWN YpOBEHb MHPOPMUPOBAHHOCTU O MEHMHIOKOKKO-
BOW MHDEKUMM, a TaKKe pesynbTaThbl, CBUAETENbCTBYOLWME
0 FOTOBHOCTM poauTenen BakLuMHUPOBAaTb AeTeN OT MEHUH-
FOKOKKa MpW Haluyuu y HUX OOCTOBEPHON MHDOpPMaLMK.
B xoge cumnosnyma 6binvM NpUBEAEHbI YacTO BCTpevato-
wuecs cpeau naumeHToB 3abayXKAeHUs O BaKuWHauuu,
03BYY€Hbl OCHOBHbIE FPynMnbl BO3parKeHUM, Heo6XxoanMble
Bpayy AN9 BbiCTpaMBaHUA 3PPEKTUBHOIo B3aMMOAEN-
CTBWS C POAUTENAMM.

UTorom npoBeaeHHoOM paboTkl Il BcepocCcUMCcKon BaKLm-
HasnbHou Accambiien cTasio nNpuHATHME Pe3osrunmn ¢ Bbipa-
60TKOM caeayrmnX peEKOMeHAaLINA.

1. MNMpocutb lNocypapcTBeHHyto [lymy PoccuicKom
degepaumn u MuHucTepcTBo 3apaBooxpaHeHus Poc-
cuiickon ®epgepauuu:

1.1. BHecTn n3meHeHuns B PepepanbHbit 3aKOH OT
17 ceHTabpa 1998 r. N° 157-P3 (pea. ot 02 utona 2021 r.)
«06 MMMYHOMNPOOUNAKTUKE WMHPEKLMOHHBIX GONEe3HEN»,
npeaycMoTpeB B HEM Mepbl MO YCUIEHWIO OTBETCTBEH-
HOCTW poauTenen (3a oTKka3 OT NMPUBUBOK) U Hegobpoco-
BECTHbIX MEAULMHCKUX PabOTHMKOB (BbICTyNalOLWMUX NPOTUB
BaKLUMHALMW MU PEKOMEHAYIOLMX HEOBOCHOBAHHbIM OTBOA
OT NPMBUBOK).

1.2. KoHTponunpoBaTtb BbiNnosHeHWe [naHa meponpus-
T No peanu3auuun CTpaterMm pasBUTUS OTEYECTBEHHOWM
UMMYHOMPOOUNAKTUKN MHDEKLMOHHBIX 601E3HEN Ha Nepu-
oA oo 2035 roga.

1.3. lMpeaycMoTpeTb BHECEHNE UBMEHEHWI B NMpoLeay-
pbl dopmupoBaHna GrogKeTa ¢ TeM, YTOObl NOTPe6HOCTH
OloaXKeTa Ha 3aKynKy BaKUMH ObliM 3abnaroBpeMeHHO
dUKCcHMpoBaHbl NMo4 COOTBETCTBYIOLUME pacxofgHble 06s3a-
TenbcTBa.

2. MpocuTtb MpaButenocTBo Poccuiickon ®epepauum,
MuHuctTepcTBO PUHAHCOB:

2.1. Mpu dopMupoBaHMM BIOAKETOB 34PaBOOXPaHEHMUS
BCEX YPOBHEW MpeaycMoTpeTb YBENNYEHUEe PUHaAHCUPOBa-
HMS TEKYLWEro HauMoHanbHOMoO KaneHaaps npodunaktuye-
CKMX NPUBWBOK.

2.2. TlpuUHATb Mepbl K OpraHu3aunn OTeYeCTBEHHOro
NPOM3BOACTBA COBPEMEHHbLIX UMMYHOGMONOrMYECKUX (B TOM
4ynucne KOMOBMHUPOBaHHbIX) NpenapaToB, K COAENCTBUIO pas-
paboTKe HOBbIX UMMYHOBOMONOTMYECKUX NpenapaToB, OTCyT-
CTBYIOLLMX Ha OTE4ECTBEHHOM PbIHKE.

2.3. lNpenycmoTpeTb peryaMpoBaHne Bonpoca O CTe-
NeHW noKanuMsaumm MMMYHOBMONOrMYECKUX MnpenapaToB
onsa npoduUnakTUKM MHOEKLNN, BOSMOXHOM M AOCTaTOYHOM
4151 UX UCMONb30BaHUSA B paMKax HalMOHaNbHOMO KaneHa-
psi NPodUNAKTUHECKMX MPUBUBOK.

2.4. NpeaycMoTpeTb B HOPMaTUBHBLIX MPaBOBbIX aKTax
0COBEHHOCTU LeHO06pa3oBaHUs Ha UMMYHOBUONOTMYEeCcKme
npenapatbl, NPUMEHAEMbIE B PaMKax HaLMOHaNbHOrO KaneH-
[lapsi NpMBMBOK U Npon3BoauMble B Poccuiickon deaepaunm
No MOJHOMY LMKY, C BO3MOXHOCTbIO Nepeperncrpamu,
Mcxoas M3 Heo6XOAMMOCTW MOAAEPIKAHUS LieH Ha ypoBHe
LEH Ha aHanorMyHble MMMyHOGMONOrMYecKkne npenapatbl,
nNpou3BoAMMblE B pedepPEeHTHbIX CTpaHax, C Liefblo noaaep-
aHWs pa3BUTUS OTEYECTBEHHOIO MPOM3BOACTBA.

2.5. BKno4nTb B nepevyeHb MHAMKATOPOB 3dPEKTUB-
HOCTU [OeATeNbHOCTM PYyKOBOAWTENEW M npeacTtaBuTe-
nen UCNONHWTENbHOM BnacTu cy6beKToB PoOCCUUCKOM
degepaumnm ypoBeHb GaKTUHECKOW MPUBUTOCTU AETCKO-
ro HacefleHuss OoT BaKUMHOMNPeAOoTBpaTUMbIX GONE3HeN,
a TaKXe ypoBeHb 3a60/1€BaeMOCTH U CMEPTHOCTU OT Bak-
LUMHONpeaoTBpaTUMbIX MHPEKLMOHHBIX 60NE3HEN cpeaun
neten.

2.6. BHecTn n3meHeHuns B depepanbHblt 3aKOH OT
17 ceHTabpa 1998 r. N° 157-P3 (pen. ot 02 utona 2021 r.)
«06 MMMYHONPOOUNAKTUKE WHPEKLUMOHHbIX 60/IE3HEN»
B YaCTM BaKUWMHaLUWK MNPOTUB MEHMHIOKOKKOBOW MHOEK-
LMW, pOTaBUPYCHON MHPEKLMUW, BUPYCa NanuanoMbl Yeno-
BEKa M BETPSHOM OCMbl YETKO B COOTBETCTBMM C MPEAYCMOT-
peHHbIMW PacnopsikeHnem [lpaBuTenbctBa PoccuicKom
depepaumn ot 15 deBpang 2023 r. N 343-p cpokamu
M3MeHeHun MNnaHa meponpuaTui no peannsdaumm CtpaTtermm
pa3BUTUS OTEYECTBEHHOM MMMYHOMNPOPUNAKTUKK Ha Nepu-
oA oo 2035 roga.

2.7. KoHTponnpoBaTb CBOEBPEMEHHOCTb M paBHOMEp-
HOCTb MOCTaBOK MMMYHOOMONOrMYECKNX NpenapaToBs, obec-
neyMBaloWnx rpaxgaH Poccuinickon Pepgepauun B pam-
Kax deaepanbHoro 6toaxKeta B cOOTBETCTBMMU C [TpnKasom
MuHsgpaBa Poccun ot 06 gekabps 2021 r. N 1122H «06
YTBEPKAEHUM HAUMOHANbHOIO KaneHaaps npodunaktuye-



CKMX NMPWBMBOK, KaneHaaps NpodunakTMYecKmMx NpMBUBOK
no 3NMAEMMYECKMM MOKal3aHUAM W MOopsiaKa NpoBeaeHus
NPodUNaKTUHECKMX MPUBUBOK».

3. Mpocutb MuHUcTepcTBO 3apaBooxpaHeHusa Poc-
cuiickon ®egepauumn u degepanbHylo cnyXo6y no Hag-
30py B chepe 3awWmTbl NpaB noTpedéutenen u 6aarono-
nyuus yenoBekKa (PocnoTtpe6Hag3op):

3.1. BHecTu nameHeHnus B lNpunoxeHne N2 1 lNpukasza
MuHsgpaBa Poccun oT 06 gekabps 2021 r. N2 1122H
«06 yTBEPXKAEHMW HaUMOHaNbHOrO KaneHgapsa npodu-
NIaKTUYECKMX MNPUBMBOK, KaneHaaps npoduaaKTUYeCKUX
NPUBMBOK MO 3MMAEMWYECKMM MNOKa3aHWsaM M MnopsjKka
nposefeHnss NPodUNaKTUYECKMX NMPUBMBOK» B YacTWU BakK-
LUMHaUMKM MPOTUB MEHUHIOKOKKOBOW, POTaBUPYCHON MHDEK-
LMK, BUpPYCa NanuanomMbl YenoBeKa U BETPSIHOM OCMbl YETKO
B COOTBETCTBMM C NpeaycMOTpPeHHbIMKM PacnopseHnem
MpaBuTenbcTBa Poccuiickon ®epepauum ot 15 deBpans
2023 1. N2 343-p cpoKamMu UBMEHEHUMN.

3.2. BHecTu nameHeHus B NpunoxkexHne N2 2 MNMpukasa
MwuH3gpaBa Poccumn ot 06 pekabpsa 2021 r. N2 1122H
«06 yTBEpXKAEHWU HaLMOHaNbHOro KaneHaaps npoodu-
NaKTUYEeCKMUX MPUBMBOK, KafeHaaps nNpodunakTUHeCcKnx
NPMBMBOK MO 3MUMAEMUYECKMUM MNOKa3aHUAM M Mnopsg-
Ka npoBefeHns NpoduaaKTUYECKMUX NMPUBMBOK» B 4acTu
pa3BuTUa KaneHgaps nNpoodUNaKTUYECKUX MNPUBUBOK
no aNUMAEeMMUYECKUM MOKa3aHUAM CornacHo paspaboTaH-
HOMY 3KCMEPTHbIM COOBLLECTBOM KOMMNEKCHOMY MOAXOAY
B LEeNsSx MNOBbIWEHWS KayecTBa WM MPOAOIKMTENBHOCTH
W3HM HaceneHus ¢ y4yeToM MNPUBELEHUA B COOTBET-
cTBME Cc TpeboBaHusaMKM CaHUTapHbIX NpaBUl U HOPM
CaHluH 3.3686-21 «CaHUTapHO-3NMAEMUONOTNYECKNE
TpeboBaHMA Mo nNpodunakTuKke MHPEKLMOHHbIX 60Ne3-
Hel» NOKa3aHWM K UMMYHKU3aLUnK NPOTMB BETPSAHOM OCMbI
M MEHUHIOKOKKOBOW WMHPEKLMUU, B TOM 4YUCNE pacliu-
PEHUS KOHTUHIEHTOB, MoOANexalmx BaKUWHaLUWMK Mpo-
TUB MEHWHIOKOKKOBOW MHOEKUMM M B NepBYyl0 ovyepenb
C oxBaToM JeTen A0 5 neT B pernoHax BbICOKOrO pUCKa
C NPUMEHEHMEM BaKUMHbI, Coep)Kallel MakcumaabHoe
Konun4yecTBo ceporpynn (ACWY).

3.3. PaspaboTaTb M aKTyanu3mpoBaTb KJIMHUYECKUE
peKoMeHAauMn no Ho30J0rn4yeckum dopmam, o6ycros-
JIEHHbIM TE4YEHUEM KOHTPOMPYEMbIX MHPEKLNIA, B pa3aene
«CneymduryecKasa npodunakTuKkar, a TakKe MeToanyeckue
peKoMeHZaLMnM No BaKUMHOMPOdUNaKTUKE ynpaBasieMblX
MHPEKLMIN, B TOM YMCNe NPOTUB MHEBMOKOKKOBOW MHODEK-
LMK NS AeTein n B3pocCiblX, PECNUPaTopHO-CUHLUTHUANBHON
BUPYCHON MHPEKLINMN.

3.4. MNpueectn B obUlee COOTBETCTBME BCE HOpMa-
TUBHblE JOKYMEHTbI, Kacatolwunecs BOMNPOCOB OpraHM3auuu
BaKUMHONPOPUIAKTUKKM HaceneHus, B YacTtHoctn CaHnlluH
n lMpukasa MwuHsgpaBa Poccun ot 06 gekabpsa 2021 r.
Ne 1122H «O6 yTBEprKAEHUM HauMOHaNbHOro KaneHgaps
npodunakTUYECKMUX NPUBMBOK, KaneHaapsa npopunaktmye-
CKMX MPUBUBOK MO 3NMAEMUYECKMM MOKa3aHWAM M NOpsiaKa
npoBeaeHns NpPodUNAKTUYECKMUX MPUBUBOK». MHMLMUPO-
BaTb NEPECMOTP JOKYMEHTOB, YTBEPKAEHHbIX MUH34paBOM

Poccun n PocnoTpebHag3opoMm, ANS WX rapMOHU3aLuu
C y4acTueM rpynnbl 3KCNepToB.

3.5. O6ecneuynTb npoBeaeHne cbopa 3asBOK AN
onpeaeneHns NoTpebHOCTU PErMoOHOB B BaKUMHE B CPOK
[0 1 ceHTABPS KaxKOoro TeKyllero roga ¢ nocneayrowen
peanusauunen 3aKyrnoK BaKLMH He no3)e 1-ro KBapTtana
nocneayowero roaa.

3.6. PazpaboTaTb €4nHYyt0 METOAMKY A9 OLLEHKN 3KOHO-
MWYECKOro yulep6a OT KOHKPETHbIX MHPEKLMOHHbIX 3a60-
NleBaHUN U 3KOHOMMUYECKOTO apPEeKTa OT BHEAPEHNSA MEPO-
NPUATUA UMMYHONPODUIAKTUKN.

4. Mpocutb dDepepanbHylo CAyXO6Yy MO Haa3opy
B chepe 3apaBooxpaHeHun (PocsgpaBHap3op):

4.1. TepecMOTpeTb U aKTyanusupoBaTb COAep)KaHue
WMHCTPYKLIMI MO MPUMEHEHMIO UMMYHOBMONOrMYECKMX Npena-
paToB OTEe4YEeCTBEHHOI0 NMPOM3BOACTBA, 0CO6EHHO B pasgenax
«Crnoco6 npumeHeHus» n «[poTMBoONoKasaHus». B yacTHoCTH,
BHECTU M3MEHEHWS B WMHCTPYKLMM MO MPUMEHEHMIO psiga
MMMYHOBHONOMMYECKMX NMPENapaToB NPOTUB KOPK, KPacHyXM
M 3NMAEMMYECKOr0 MapoTuTa, pacliMpuB B pasgene npo-
TUBOMOKa3aHUM BO3MOMXHOCTU MMMYHM3aLUWMW MNaLMEHTOB
C ayTOMMMYHHbIMW 3a601€BAHUAMMN U KOPMSLLMX HKEHLLMH.

5. Mpocutb MuHUcTepcTBO 3apaBooxpaHeHusa Poc-
cuiickon depepaumu, MUHUCTEPCTBO HAYKUM U BbiC-
wero o6GpasoBaHus, MUHUCTEPCTBO MNpOCBELLEHUS,
AKagemuio HayK Poccuiickon ®epgepauuu:

5.1. YBenn4ntb GUHaHCMpPOBaAHUE HayYHbIX UCCNeaoBa-
HUWA B 06naCcTU CO3[4aHUA MMMYHOOMOSIOMMYECKUX NleKap-
CTBEHHbIX MpenapaToB, HamnpaB/eHHbIX Ha MOBbllWEHWE
3PEPEKTUBHOCTM U 6€30MacCHOCTU MMMYHOMNPODUNAKTUKM
MHOEKUMOHHBbIX 60ne3Hen, a TakKe @yHaaMeHTalbHbIX
M MOMUCKOBbIX Hay4HblX PaboT MO UMMyHOMpodUNaKTUKe
MHPEKLMOHHbBIX 3a60neBaHUI.

5.2. AkTtyanuaupoBatb ®OC u npodeccroHasbHble
CTaHAapTbl NeanaTpoB U AETCKMX CMeLManncToB C BKOYe-
HMEeM B 06513aTeNbHbIN NepeyeHb A9 N3Y4YEHUS U KOHTPONSA
3HaHWKW BOMPOCHI N0 MMMYHOMNPOPUIAKTUKE MHDEKLIMOHHbIX
3aboneBaHUi, BKAOYAA NPaKTUYECKUE UHCTPYMEHTbl KOM-
MYHUKaLUKN 1 yoexaeHus.

5.3. Paspabotatb U BHeApUTb B MPaKTUKYy 0Oy4eHUs
WMHTEpPaKTMBHble 06pa3oBaTefibHble MOAYyNM MO BoMpocam
UMMYHOMPODUNAKTUKM MHPEKLMOHHbIX 60/1E3HEN ANS pa3-
HbIX KaTeropum MeauLUnHCKNX paboTHUKOB.

5.4. MNpenycMoTpeTb MEXaHM3M BblAeNeHUs AOMOJHM-
TeNbHbIX GUHAHCOBBIX CPEACTB A5 OpraHM3aunn Hay4HbIX
nccnegoBaHui No TemaM, UMEKOWMM YPreHTHY aKTyaib-
HOCTb (B C/lly4ae BO3HWKHOBEHWS MaHAEMMM, TEXHOMEHHbIX
KaTacTpod M T.4.), HE BXOASLWMX B rocygapcTtBeHHoe 3aja-
HWe Mo HayKe TeKyllero roaa.

5.5. Wupe npuBnekatb npodeccrnoHanbHOe Meau-
LIMHCKOE COO06LWEeCTBO K MOAroTOBKE Y4YebHbIX Mporpamm
no GopmMupoBaHUIO 340pOBOro U 6Ge3onacHoro obpasa
YU3HU yyalmnxcs obpas3oBaTeNibHbIX YYPEKAEHUI CpeaHero
W CpeaHero cneuunanbHOro o6pasoBaHus ¢ o683aTeflbHbIM
BKJIIOYEHMEM BOMPOCOB MMMYHOMPODUIAKTUKN UHDEKLM-
OHHbIX 3a60/1eBaHUN.
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PE30J1lOLUUA
HESABUCUMOI'O 3KCNEPTHOIO COBETA
COIO3A 3KCINEPTOB
B COEPE UMMYHOINPO®UJIAKTUKH

pOPUNAKTUKa MHPEKLMOHHbIX 3abo0sieBaHMi ABASETCS

OJHUM W3 MPUOPUTETOB B cdepe OoxpaHbl 340POBbS
(PenepanbHbli 3aKoH OT 21 HoA6pA 2011 r. N2 323-d3
«O6 OoCHOBax OXxpaHbl 340pPOBbSA rpa)kaaH B Poccumnckom
depepaumnn» (genctsyowan pepakumusa, 2016 r.). B ycno-
BUAX rnobanbHbiXx NPo6aeM MHPEKLMOHHOW 6e30MacHOCTH
M paclWMpeHnss BOSMOXKHOCTEN COBPEMEHHON MMMYHOMPO-
dunakTMKM Hamnbonee akTyalbHOE 3HA4YeHWE CBOEBPEMEH-
Hag ¥ adPeKTMBHaA MMMyHONpodunakTMKka npuobpeTaeT
y MaLMEHTOB C XPOHUYECKUMM GONE3HSAMMW, ANS KOTOPbIX
MHPEKLIMA MOXET CTaTb MPUYMHOM OTArOLLEHHOIO TEYEHMS
OCHOBHOro 3a60/ieBaHNS M NPMBECTU K HEGNarononyyYHbim
nexofam. K coxaneHnuio, B HacTosiliee Bpems B Poccun oxeat
HaceneHns NpPUBMBKaAMKM M AOCTYMHOCTb OTAENbHbIX MMMY-
HOGMONOIrMYECKUX NPenapaToB A9 NaLMEHTOB FPynn pUcKa
TAXKENOro Te4yeHuss NpeaoTBpaTUMbIX MHOEKLMUWA ocTatoTcs
KpahHe HefoCTaTOYHbIMW. B 4aCTHOCTHU, OAHUM M3 TaKKX pea-
Knx 3aboneBaHum, ANs KOTOporo oco6eHHO HacyLWHOW ocTa-
eTcs nNpo6nemMa 3HaAYMTENbHOIO PUCKA THMKENOro TeYeHus
OTAENbHbIX GaKTepUanbHbIX MHOEKUMN, cnefyeT npuaHaTb
napoKCU3masbHYO HOYHYO remornobuHyputo (MHIN). B 60b-
LWUMHCTBE CTpaH MWpa BOMPOC UMMYHOIOMMHYECKOM 3allMThl
TaKMX 60JIbHbIX YCMELHO PELIAeTCs C UCMOIb30BaHNEM Npe-
napatoB cneundryecKon MMYHOMPOPUIAKTUKM.

[Ana nauMeHToB C peaKknMu 3a60eBaHUSIMMU, TAKUMU Kak
[MHI, HpeKumm MoryT cTaTb TPUITEPOM AN MaHudecTaunm
3a60/1eBaHUS, NOCNYKNUTb GAKTOPOM, CYLLLECTBEHHO YTSXe-
NAOWUM TeyeHue 3abofieBaHUsA M 3anycKalolwmMm Kackajg
TSMXENbIX KIMHUYECKUX MPOSIBNIEHMI, BMNIOTb A0 NIETalbHOIO
ucxopa. Cneayet Takxe OTMETUTb, 4TO Yy nauueHTtos ¢ MNMHI
aHTUKOMMJIEMEHTaApHas Tepanus, y4uTbiBas MeXaHU3M ee
[IeNCTBUS, MOXET MOTEHUMANbHO YBENUYUTb PUCK MHPEK-
UMM, OCOBEHHO BbI3BaHHbIX MHKaMNCYIMpPOBaHHbIMK OGaK-
Tepuamu, BKoYaa Streptococcus pneumoniae, Neisseria
meningitidis ceporpynn A, C, W, X, Y, B u Haemophilus
influenzae Tvna b. B ¢BA3K ¢ 3TUM Ana obecnevyeHuns nyy-
len 3aWuTbl OT MHPEKUUIM AaHHAA KaTeropus MnauyeHToB
[lO/KHa 6blTb BaKLMHUMpPOBaHa B 0653aTeflbHOM Mopsiake
[0 Hayana aHTMKOMMIEMEHTapHOM Tepanuu W NPOXOAUTb
peBaKLMHALMIO Ha QOHE NeYeHus.

MHI — 370 peakoe NpMOBPETEHHOE KOHaNbHOE 3a60-
NleBaHME CUCTEMbI KPOBMW, XapaKTepu3ytlolleecs BHYTPU-
COCYAWUCTbIM TEMOJSIN30M, AUCOHYHKLMEN KOCTHOro Mo3ra
M MNOBbIWEHHbIM PUCKOM TPOMOOTUYECKUX W OPraHHbIX
OCNIOXXHEHUN [1].

Mo AaHHBLIM KPYMHEWLWMX 3MUAEMMUONIONMYECKUX UCChe-
[OBaHWN, Npu ectecTBeHHOM TeveHuu MHI go 35% naunen-
TOB NOrMGaloT B Te4eHne NepBbix 5 IET Noc/e yCTaHOBNEHHUS
JiMarHo3a, HeCMOTPS Ha BCE COBPEMEHHbIE MEpbl COMPOBO-
[MTENbHON Tepanuu, a Yepes 10 neT netanbHOCTb 4OCTUraeT
50% [2, 3], npu 3TOM J0NS NeTabHbIX UCXO40B, 06YCNOBNEH-
HbIX TPOMGOTUYECKUMM OCNOMHEHUAMMK, cocTaBnseT ot 40
[0 67% [3-6]. Apyrumun TsrKenbiMK ocfiokHeHusamu TMHI
ABNAOTCSA NoYe4YHass HeJOCTaTOYHOCTb, IeroyHas runepTeH-

3us, 60711 B FPYAHON KNETKE U XXMBOTE, BblparKeHHasn obLas
cnabocCTb, gucharuns, apeKTunbHasg gUcPyHKUmUA [6, 7].

MporHos MHI KapaMHanbHO M3MEHWUICS Ha COBPEMEH-
HOM 3Tane B CBA3W C BHEAPEHMEM Tepanun UHrMbuTopamu
KoMMJiemeHTa, NO3BOJAOWEN AoCTUraTb AONATOCPOYHOro
KOHTpONA remonnsa u adpdeKTUBHO NpodunakTupylowen
ero ocroXHeHusa. Ha cerogHsawHWM aeHb B Poccuickon
denepalmm 3aperucTpupoBaHbl Tpy npenaparta Ans nato-
reHetnyeckon Ttepanuu [HI: aKkynudymab, paByiu3ymab
W narueTakonnaH.

OKkynu3ymab w paBynuM3ymab npeacTaBisioT COOGOM
ryMaHM3MpoOBaHHOE MOHOKJIOHANbHOE aHTUTENO MNPOTUB
KOMMOHeHTa KomMmnnemeHTa C5. JleyeHne aTumun npenapa-
TaMu NPUBOAMT K OCTAHOBKE BHYTPMUCOCYANCTOr0 remMonunaa,
MCYE3HOBEHMWIO UM YMEHbLIEHMIO TPaHCHY3MOHHOW 3aBu-
CUMOCTU, CHUMKEHMUIO YACTOTbl TPOMOOTUYECKUX OCTIOXKHE-
HWUW, YIYYLWEHNUIO UK CTabuamM3aumnn GYyHKLMK NOYEK, CHU-
EHUIO BbIPAXKEHHOCTU IEFOYHON TMNEePTEH3UU U B LEeNoM
K OCTOBEPHOMY YBEIMYEHMUIO MPOJOIKUTENBHOCTU KU3HU
nauuneHToB ¢ MHI.

MarueTakonnaH npeacTaBnsieT coboW CUMMETPUYHYIO
MOMNEKYNY, COCTOSALWYIO M3 ABYX WAEHTUYHbIX MEeHTaAeKa-
nenTUAOB, KOBANEHTHO CBA3aHHbIX C KOHLLAMW NIMHENHOM
MOJEeKynbl naruetakonnaHa maccon 40 k[a. MentnaHble
GparMeHTbl CBA3bIBAKOTCH C KOMMOHEHTOM C3 M 0Ka3bl-
BalOT WMPOKOE WMHrMGMpOoBaHWE Kackaja KoMMneMeHTa.
®dparmeHT naruetakoniaHa AaHHONW MONEKYNSPHOW Macchl
o6GecneynBaeT yyylleHHYI0 pacTBOPMMOCTb M 6osiee anu-
TeNbHOE BPEMS YAEpKaHWs B OpraHM3me nocfie BBeAeHUS
JleKapCcTBEHHOro npenapara.

MaruetakoniaH C BbICOKMM CPOACTBOM CBSI3blBAETCSH
¢ 6enkom KomnaemeHta C3 u ero aktvBupylowmm dpar-
MeHToM C3b, perynupys Tem cambiM pacuwenneHne C3
M oOpas3oBaHMe HmKenexaumx 3apPGeKToOpoB aKTMBaLUK
KomnnemeHta. lMpwu MHI oncoHnzauns C3b cnocobeTByeT
BHECOCYANCTOMY FEMONIU3Y, B TO BPEMS KaK BHYTPUCOCY-
AWCTbIA TEMOSIU3 OMOCPENYETCS HUXKenexalwum membépa-
HoaTaKylownm Komnnekcom (MAK). MaruetakonnaH ocy-
LecTBNSAET OGWMPHYID PEryasumnio Kackaaa KOMMIemMeHTa,
AEeNCTBYS MPOKCUMAsIbHO MO OTHOLIEHUI0O K 06pa3oBaHMIo
Kak C3b, Tak 1 MAK, TeM caMbIM KOHTPONMPYS MEXaHU3MbI
BHECOCYANCTOr0 M BHYTPMUCOCYAMCTOrO remonusa.

B cOOTBETCTBMM C MHCTPYKLIMEN NO MPUMEHEHUIO TeKap-
CTBEHHbIX MpenapaToB 3Kynudymab, paBynndymab W nar-
LeTakonnaH 3a 2 Hej [0 Havana nevyeHus Bcem GOJbHbIM
B 06s3aTeNlbHOM MOpsiAKe [0MHa OblTb NpoBeAeHa Mnpo-
dUNaKTUKa MEHUHIOKOKKoBOM WMHbeKumn (MU). CornacHo
WMHCTPYKLMK NO MEAMLIMHCKOMY NMPUMEHEHMIO, ANS NaLMEH-
TOB, MONyYaloLMX IKYTM3ymMab 1 paByM3ymab, PEKOMEHO-
BaHbl BaKLUMHbI NpoTnB cepoTtnnoB A, C, Y, W, a Takxe B (ecnu
goctynHa [8]). Ansg nauveHToB, NMAaHUPYOLKUX NOyvyeHue
narueTakonnaHa, o6asatenbHa BaKLMHaALMUSA NPOTUB BCex
cepotunoB MWU. MNMauneHTam 6€3 UMMYHU3aLMK B aHaMHe3e
Heo6X0aMMble BaKLMHbI cleayeT BBOAUTb HE MEHee 4Yem
3a 2 Hepa A0 MoyYeHUs nNepBow A03bl Npenaparta narueTa-



KonnaH. Ecnn nokaszaHa HemeaseHHas Tepanus, cneayet
KaK MOXHO CKOpee BBECTM HEOBXOAMMbIE BaKLIMHbI U 06ec-
neyYnTb leyeHre naumeHTa CoOTBETCTBYOWUMM aHTUOUOTH-
KaMu B Te4YeHue 2 Hep nocne BakunHauuu [9].

CornacHo MeXAyHapoAHbIM peKoOMeHAaunaM no UMmy-
HonpodunakTuke nauneHToB m3 rpynn pucka (CDC, Green
book), HeKOTOpble MeAULIMHCKUE COCTOSIHMS MOBbILAT PUCK
OC/NIOXHEHUK OT MHOEKUMOHHbIX 3aboneBaHWi, NaUUEHTbI
C TaKMMK 3a60/1€BaAHUSMU JOMKHbI 6bITb UMMYHU3WPOBaHDI
B NPUOPUTETHOM MOpsSigKe. ATUM rpynnaM TaKKe MOXKeT
notpe6oBaThbCa AOMONHWUTENbHAA BaKUMHauuMa Ans obec-
nevyeHns JOCTaTOYHOM 3awuThbl. lauueHTbl, noaydatroume
AHTUKOMMNIEMEHTapHYI0 Tepanuto, BblAeneHbl B OTAENbHYIO
rpynny pucka passutus MU, ogHaKko NOAXOAbl K BaKLMHALIMK
B pa3HbIX CTpaHax HECKONbKO oTnnyatotes [10-12].

B Poccuiickon depepaummn K HacTosAlEMY MOMEHTY
OTCYTCTBYIOT OpULMabHble PEKOMEHAAL MM MO BaKLMHALKUMK
W peBaKunHaumu nauuneHTos c¢ MHI, yynTbiBalowme Bo3pact
nauMeHTa, TAKECTb OCHOBHOro 3abofeBaHus W AeTanu
BaKUMHALUMKM M peBaKuMHaUMKU. TaKKe OTCYTCTBYIOT PeKo-
MeHAaUMn OTHOCUTENbHO CUTyauWW, Korga BaKuMHauua
JaHHOM KaTeropuu nauneHTOB HEeBO3MOXHa B MOMHOM
obbeme. B cBS3M C BbICOKOM aKTyallbHOCTbIO BbllleO3Ha-
YeHHbIX BOMNPOCOB 6bl/10 NMPUHATO pelleHne 0 HeE06X0ANMO-
CTW NpoBeAeHns JKCNEePTHOro coBeTa Ans UX 0O6CYyKAEHUS
N MPUHATUS KOHCONMAMPOBAHHOMO peLleHuS.

14 wvioHa 2023 r. no uHuumatuBe Coto3a negvatpos
Poccnn v HaumoHanbHOWM accounauum cneuuannucToB Mo
KOHTPO/O UHPEKUMOHHBIX U HEMHDEKLMOHHBIX GONE3HEN
(HACKW) coctosancs MexaucumnnianHapHbIM COBET aKcnep-
TOB MO BoMnpocam cneundudeckor NpoPpUnaKTUKK TaXKeNbIX
MHPEeKUMM y nauneHToB ¢ MMHI, nonyyaloumx aHTMKoOMNae-
MEHTapHYo Tepanuio.

B MeponpuaTuM NpUHSAM yvyacTue Beaylime cneuunanu-
CTbl CTPaHbl B 0671aCTV UMMYHOMPOPUNAKTUKM, INUAEMMNO-
NI0TUKN, MHOEKUMOHHbIX 6oNe3Hen, remartonorum u dapma-
KO3KOHOMMWKW: rNMaBHbIM BHEWTATHbIM AETCKUI crnieunannct
no npodunaktnyeckon meauumHe MwuH3gpaBa Poccun
akagemunk PAH J1.C. Hamas3oBa-bapaHoBa, akagemuk PAH
H.W. BpuKO, raBHbIA BHELWTATHbIK CAeunanncT no KanHM-
YECKON MMKPOBMONOrMKU MU aHTUMUKPOBHOM PE3UCTEHTHOCTHU
MuHsgpaBa Poccumn vneH-koppecnoHaeHT PAH P.C. Kosnos,
npodeccop A.[. KynaruH, u4neH-koppecnoHgeHT PAH
M.IN. KoCcTUHOB, rnaBHbIM BHEWTATHbIX annaemuonor MuH-
3apaBa Poccun P.B. MonnbuH, npodeccop C.M. XapuT, aka-
nemnk PAH A.B. Topenos, akagemunk PAH O.ll. KOBTYH,
yneH-KoppecnoHaeHt PAH C.B. CupgopeHko, npodec-
cop A.B. PygakoBa, npodeccop B.[l. YynaHoB, KaHauaa-
Tbl MeanumHcKnx Hayk A.C. OmuTtpueB, M.B. ®epnoceeHkKo,
3.T. dupaposa.

lMepen aKkcnepTamu ctosna 3agadya chbopmMupoBaTb
MEXOANCLUMUMNIMHAPHBIN 3KCMEPTHbIM KOHCEHCYC MO COBEpP-
LUEHCTBOBAHMIO KOMMJIEKCHOIO Moaxofda BefeHus nauu-
eHToB ¢ [MHI ¢ 0 AHOBPEMEHHBIM BbINOJIHEHWEM NaToreHe-
TUYECKOM aHTUKOMMIEMEHTApPHOM Tepanuu ¢ NepBUYHOM
M BTOPUYHOW MNPODUNAKTUKON TSAXKENbIX YMNpaBAsieMblX
MHbeKuMn. TpeboBanoCb TaKKe BOCMOMHUTb HegocTa-
TOK MHPopMaumMn 06 OCOBEHHOCTAX MMMYHONpodUNak-
TUKW Y AAHHOW KaTeropuu nauueHToB, NpeayCMOTPEHHOM
4Na cneunannucToB-reMaTtonoros, HeGponoros, peaHnma-
TOMIOr0OB, aKyLWepOoB-rTMHEKONOrOB.

OTKpblBasa 3acegaHue, npeacenatens CoseTa aKcnep-
TO0B akagemuk PAH J1.C. HamazoBa-bapaHoBa o6patuna
BHMMaHMWe ayauTOPMK Ha aKTyallbHOCTb BONPOCA, CTOSALWErO
Ha NOBECTKe AHS.

B cBoem pgoknage npodeccop A.[l. KynarvH BbicKasan
MHeHWe, 4yTo npobnema cneunduyeckon nNpPodUNaKTUKK

TSXeNblX MHPeKuMn y naumeHtoB ¢ MHI no-HacToswemy
BakHa, TaK Kak 061acTb NPUMEHEHUSA UHTMOULIUKM KOMIe-
MEHTa B HacToslllee BPEMS 3HA4YMTeNbHO paclunpunacs.
MHI — 37O NPOTOTMMNHOE COCTOSIHME A1 XPOHUYECKOM
aHTUKOMMJIEMEHTAPHOM Tepanuu, HO MOKa3aHWW CTaHo-
BUTCHA Bce 6onblie M 60nblie. N COBEPLUEHHO OYEBUAHO,
YTO KOMMYECTBO TaKMX MaUMEHTOB OyAeT HEYKJIOHHO yBe-
nuynBaTtbes. Mo3ToMy NpoBefeHHas 3KCNepTHbIM coBe-
TOM paboTa pacnpoCTPaHAETCHA Ha OYEHb LUMPOKUIM CNEKTP
NnoKasaHWM B HedpOonorum, HeBPOIOrMKU, O0bTaNIbMONOTMNK
W apyrux obnacrsx.

PacueTtHas nonynaunsa 6onbHbix ¢ MHI B Poccun gocTtu-
raetr 2-2,5 TbiC. MHTEHCUBHbLIX reMosin3 MMEIOT OKOJIO
1,5 TbiC. NauUMEHTOB, KOTOpble TPEOBYT MNPUMEHEHUS
aHTUKOMNAEeMEeHTapHoOW Tepanuu. MeanaHa Bo3pacTa Ha
MOMEHT gebtoTa cocTaBnsetr 28 net, HO 60feloT U AeTu.
3ab6oneBaHne gebroTupyeT A0 18-neTHero Bo3pacTa npu-
MepHO y 14-16% nauMeHToB. MEHLNHbI U MYXK4YUHbI 6one-
10T C OAMHAKOBOW YacTOTOMN.

Ha gaHHbIn MOMeHT B Poccuu HaKonneH AO0CTaTO4YHbIN
ONbIT NEYEHUS TaKUX NaLMEHTOB NpenapaTtom aKynnu3ymao,
B OCHOBE MeXxaHW3Ma [EeNCTBUA KOTOPOrO NIEXWUT MHIMOK-
poBaHue ¢pparmeHTa C5 Kackaga KomniemeHTta. 3a Bce
Bpems HabnogeHns 3a 60/bHbIMM, NOMyYaOLWUMK TEPANUIO
3KYNNM3yMaboMm, HECKOSIbKO NaLMeHTOB CTONKHYINCb ¢ MW.

OaHaKko B cpegHeM Ao 30% nauMeHTOB, HaxOoAsLWMUXCH
Ha Tepanuu aKynnsymabom, UMetT cyb6onTUMasbHbIM OTBET
Ha nevyeHune, KOTOPbIN BblparkaeTcs B BUAE COXpaHsatowencs
aHeMMUM, MOBLILWEHHOIO YPOBHS Henpsmoro 6unnpybuHa,
BbICOKOrO YPOBHSI PETUKYNOLMTOB, a TaKKe B COxpaHe-
HUW TPaHCHY3MOHHOM 3aBUCUMOCTU. Ha cerogHaWHUN aeHb
NOSIBUNUCL HOBblE MOAXOAbl, TaKWE KaK MPOKCHMMalbHble
WMHIMOUTOPbLI CUCTEMbI KOMMEMEHTa. B 4acTHOCTH, B UIOHE
2023 r. B Poccuun 6bin1 3apernctpMpoBaH npenapat narue-
TaKoniaH, NpeacTaBAsAOWMN cO60M UHIMOUTOP PparmMeH-
Ta C3 Kackaga KoMmnaemeHTa.

Mpu NpuMeHeHWn NpenapaToB aHTUKOMMNAEMEHTapHOro
AEeNCTBUS HEOBXOAMMO Yy4MTbIBATb, YTO 3HAYUTENbHO NOBbI-
WEH PUCK Pa3BUTUS U TAXKENOro TeyeHus GakTepuanbHbIX
MHPEKLNN, CBA3AHHbIX C MHTMOULMEN AMCTaNbHbIX U MPOK-
CUManbHbIX PparMeHTOB Kackafa KoMniaemeHTa, BO36y-
OMTENN KOTOPbIX MMEIT MOAMcCaxapuAHyto Kamcyny, Takue
KaK MHEBMOKOKK, MEHMHTOKOKK M remodunbHas nanoyka
T1na b. Kpome Toro, nauuneHTsl ¢ MHI moryT umeTb gonon-
HUTENbHble QaKTopbl PUCKa pPa3BUTUS WMHOEKLUMW, TaKue
KaK HEeMTPOMNeHus, CNIEHIKTOMUS B aHaMHe3e, Tepanus Kop-
TUKOCTEPOMAHBLIMKM Mpenapatamu U XpoHWYeckas 60/1e3Hb
noyeKk. Takas Kateropus 60/bHbIX HY)KOAeTCa B MOSHOM
Kypce BaKuMHaLMK. B ¢BA3KM € TEM YTO YacCTb GONbHbIX HYX-
[aloTCA B HEOT/IOKHOW aHTUKOMMIEMEHTapHOW Tepanuu,
paccMaTpuBaeTcs anbTePHATUBHbLIM BapuaHT B BuAE Mpo-
GuUNaKkTU4YecKon aHTUbBaKTepmanbHom Tepanuu. K Hanbonee
yacto BCTpevatowmmesa ceporpynnam MW, Bbi3biBatoWmm
MHBa3MBHble 3ab60/ieBaHUA y YenoBeka, oTHocaTA, C, B, X, W
n'Y. Cpeaun yctaHOBNEHHbIX BO3OyAUTENEN reHepann3oBaH-
Hon dopmbl MU B Poccuitckon denepaummn B 2021-2022 rr.
Yalle Bcero BcTpedanucb ceporpynnbl A, C, W, Y — o1 60 go
80%, no pa3HbIiM AaHHbIM [13].

B HacTosee BpeMs Ha 0Te4eCTBEHHOM PbIHKE JOCTYMHbI
cnegyoume MEHUHIOKOKKOBbIE BaKLMHbI: nofmMcaxapugHas
NPOTUB ceporpynnbl A, nonncaxapuaHas MEHUHIOKOKKOBas
npotmB ceporpynn A u C, a TakxKe nonmMcaxapuaHas KOHbIOrm-
poBaHHas BaKuUuHa npotuB MW ceporpynn A, C, W, Y. OgHako
Ha JaHHbIM MOMEHT B Poccuu cylecTByeT npobiema BBO3a
BaKUMHbI N5 npodunaktnkn MU cepotmna B [14].

YneH-koppecnoHaeHT PAH P.C. Ko3noB HanpaBui BHU-
MaHWe 3KCMEepPTOB Ha 3MUAEMMUONOrMYECKYID CUTyaLMIo
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B OTHoweHun MW, KoTopas ocTaeTcs OOHOW W3 Beay-
WMX NPUYUH BGaKTepuanbHOro MEHWHIUTa U NeTanbHOCTb
OT KOTOPOW Ha [AaHHbIM MOMeHT cocTaBnsetr 10-15%.
Takxe npodeccop P.C. KosznoB ocBetun npobnemsbl
aHTUBUOTUKOPE3NCTEHTHOCTU. Ocoboe BHUMaHUE O6bl10
yaeneHo Bornpocam npoPuUNakTUKU MHOEKLMOHHbIX OCNOXK-
HEHWIN, aCCOLMMPOBAHHbIX C MHKaMCYyIMPOBaHHbIMU MMK-
poopraHuamMamu (MEHWUHIFOKOKKaMW, MHEBMOKOKKaMM,
remModunbHON nanoydkon), y nauneHtos c¢ lMHI, nonyyato-
WMX aHTUKOMMNEMEHTapHY Tepanuio, U 0COGEHHOCTSAM
nposegeHns NpodUNaKTUYECKON aHTUMUKPOOHOW Tepa-
nMM B 3TOW rpynne naumeHToB. o MHEHUIO AOKNaA4uKa,
npoPuNaKTUYEeCKUN KypC aHTUMUKPOOHbLIX NpenapaToB
peKOMeHAOBaH ANA BCeX MaLMEHTOB C LIENb0 MUHUMMU-
3aLMK NOTEHLMANbHOIO puUcKa pa3BUTUSA MHOEKLMOHHbIX
3ab6oneBaHu. OgHaKo He CTOUT 3abbiBaTb O paLMoHasb-
HOM MPUMEHEHUN aHTUMUKPOOGHLIX NpenapaTtoB — BaX-
HOM daKTope, NO3BOJIALWEM NOBLICUTL B ONpeaeneHHOom
CTerneHu ypoBeHb 3allinTbl B rpynne 60MbHbIX MHIT 0T Takux
TSXeNbIX MUHOEKUMN, KaK MEHUHITOKOKKOBAas.
YneH-koppecnoHaeHT PAH C.B. CngopeHKo nogvyepKHyn,
4TO 3PPEKTUBHOCTb MPaKTUYECKM BCEX BaKLUWMH 3aBUCHUT
OT CTeneHW COOTBETCTBUS BaKLMHHbLIX @aHTUIEHOB LIMPKY-
NMpyloWUM WwWrtamMmmam Bo36yauTens. B HacTosiuee Bpems
HET eAMHON TOYKM 3pPEeHUs O HeoOBXOOAMMOM YPOBHE COOT-
BETCTBUSA @HTUIEHHOM CTPYKTYPbl BaKLMH U LIUPKYIUPYIOLWMX
WTaMMOB naToreHos. lMpeanonaraeTcs, YTO OXBaT BaKLMHa-
My oo 70—-80% aHTUreHHOro pa3Hoobpas3nsa MoXeT obecne-
YUTb AOCTATOYHYIO MPOTEKTUBHYIO 3PPEKTUBHOCTb. B page
pPErMoHOB Halwen CcTpaHbl OTMEeYaeTCs HU3KUK YPOBEHb
MWKPOOBUONOrM4YECKOM AMArHOCTUKKM, ceporpynnoBasi npu-
HaANeXHOCTb MEHMHTOKOKKOB He onpeaensietcs. Mpu aToM
B CaHkT-leTepbypre, rae pacwmdppoBbIBAETCS Ceporpynno-
Bas npuHaanexHoctb 6onee 90% MEHMHIOKOKKOB, K cepo-
rpynne B oTHocaTca 45% wnsonatoB. OgHako no npeasa-
pUTENbHBIM AaHHbIM, 3aperncTtpupoBaHHas B PoccuMCKoOM
depepaunm BakuMHa NPoOTMB ceporpynnbl B auwb Ha
20-40% cooTBETCTBYET @HTUIEHHOMY COCTaBy MEHUHIO-
KOKKOB 3TOW ceporpynmbl, LMPKYIMPYIOLMX Ha TEPPUTOPUN
cTpaHbl. Cepbe3Hble U3MEHEHNS MPOUCXOAAT U B CEPOTUNMO-
BOM COCTaBe MHEBMOKOKKOB, LMPKynupylowmx B Poccuu.
Tak, 3a nocnegHuve rofgbl oxBaT cepoTunoB 13-BaneHT-
HOW KOHBIOFMPOBAHHOW BaKUWHOM cHU3uMNca ¢ 70-80%
0o meHee 40%. B Tex cTpaHax, rae AaBHO NMPUMEHSETCH
BaKLUMHaLUMA NPOTMB reModuibHOM Nanovyku Tuna b, otme-
YaloT POCT MHBA3MBHbIX MHOEKLMIA, Bbl3bIBAEMbIX APYTMMU
cepotunamu. MccnepgoBaHma B yKa3aHHOM HanpaBieHuu
B Poccumn He npoBoadatcs. Mcxoas u3 aToro, cneayet npu-
3HaTb, YTO O6CYXKAEHUE CTpaTermn BakKLMHONPODUNAKTUKHU
6e3 Hann4ymg yéeamnTenbHbIX AaHHbIX 06 aHTUIEHHOW CTPYK-
TYpe MWUKPOOPraHM3MOB, LIMPKYIMPYIOWMX Ha TEPPUTOPUM
Poccuickon depepaumnn, HOCUT 6e3/10Ka3aTelibHbl XapaK-
Tep. loBOps 06 aHTUMUKPOBHOW NPOGUIaKTUKE MHDEKLMM
y 60/bHbIX [MTHI Ha $OHE aHTMKOMMIEMEHTAPHOM Tepanuu,
yneH-koppecnoHgeHT PAH C.B. CuaopeHKO noavyepKHyn,
4YTO MpMMeEHsieMble MpenapaTtbl LO/MKHbI OXBaTblBaTb MakK-
CUMasbHbIA CMEKTP NOTEHLMaNbHbIX MAaTOreHOB, K KOTOPbIM
oTHocsaTca S. pneumoniae, N. meningitidis v H. influenzae.
[Joknag 4neH-koppecnoHaeHta PAH M.I. KocTuHoBa
Obl1 NOCBSLLEH BO3MOXHOCTAM CneundUYecKoOn UMMYHO-
NPOodUNaKTUKN yrpoxKaembix MHOEKLUMI y nauneHToB ¢ MHI
B COBPEMEHHbIX YC0BUSAX Ha TeppuTopumn Poccun n npasu-
faM opraHvMsauun 1M nNpoBefdeHUs BaKUMHOMPOOUNAKTUKK
nauueHTam, nofyyalolwmm aHTUKOMMNEeMeHTapHylo Tepa-
nuto. TakKe B AoKnaae 6binv NOAHATbI BONPOCHl CO34aHNUA
K/IMHUYECKUX pPEeKOMeHAauui No BaKUMHALUMKM NauUMEHTOB
¢ MHI, nonyvaloWwmnXx aHTUKOMMNIEMEHTAPHY Tepanuio,

M BHECEHWSA HEOOXOANMbIX BaKLMH B NepevyeHb HalMoHasb-
HOro KaneHgaps NpoduNakTUYeCKUX NPUBUBOK.

Akagemuk PAH A.B. TopenoB nogHsaa TeMy NpUMEHEHUS
MOHMWTOPUHIa HANPSKEHHOCTU UMMYHOIOTMYECKOM 3alUUTbI
4N oTBeTa Ha BOMPOC O MEPMOAMYHOCTM peBaKUMHaLUK
OaHHOW KaTeropmu 60/bHbIX.

Mpodeccop A.B. PygakoBa oTmeTuna, 4to CTOMMOCTb
neyeHuns naumeHtoB ¢ [MHI ypeamepHO BbICOKa, a Bcnea-
CTBME 3TOro nto6as BO3MOXHOCTb YAyYlWWUTb MPOrHO3
yKa3aHHbIX NauueHToB, 6e3yC/0BHO, O04eHb BakHa. Ecnu
rOBOPUTb O 3HAYUMOCTU PapMaKOIKOHOMUYECKOM COCTaB-
nAoWen BakuMHaUMM JaHHOM rpynnbl NauMeHTOB, TO OHa
yCcTynaeT 3Ha4MMOCTU KIMHUYECKOW 3PDEKTUBHOCTU U 6e30-
NMacHOCTH, MOCKOJ/IbKY Harpy3ka Ha GloXeT cucTeMbl 34pa-
BOOXPaHeHUs OyaeT He3Ha4yuTeNbHOW WM3-3a HebOosMbLOoro
KonuyecTtBa naumeHToB ¢ MMHI.

Kananpat meamuuHcKuMx Hayk 3.T. dupgapoBa Hapsay
¢ 6aKTepuanbHbiIMKM MHPEKUMAMM yKa3asa Ha BbICOKYHO
BEPOSATHOCTb Pa3BUTUSA FPUOKOBLIX OCNOXKHEHUN Yy AAHHOWM
KOropTbl NaLMEHTOB.

Akagemuk PAH H.N. BpMKo oTMETW BaXHOCTb U CBOe-
BPEMEHHOCTb npoBefeHnss CoBeTa 3KCMEPTOB, a TaKxke
Heo6XoAMMOCTb pa3paboTKU peKoMeHAauuh no BaKuMHa-
LMW U @aHTUMUKPOBHON NpodUNaKkTUKe TAKeNbIX MHOEKLUNN,
Bbl3BaHHbIX MHKaMCyIMpoBaHHbIMW GaKTepuanbHbIMW BO3-
oéyautensamu, y nauueHtoB c [MHI, HaxodsdwWwmMxcs Ha aHTu-
KOMMaeMeHTapHOMW Tepanuu.

B cBoem 3aknwuutensHom cnose JI1.C. Hama3soBa-
bapaHoBa yKkazana Ha Heo6XoAUMMOCTb pa3paboTKM ABYX
[OKYMEHTOB MO peaynbrataM MpPOBEAEHHOr0 COBeLlaHus
CoBeTa aKcnepToB. BaxHbIM HanpaBneHnemM paboTbl AOK-
Hbl CTaTb MHULMALMSA U COBMECTHAs C ApyrMmu npodeccuo-
HaNbHbIMKM CcOOOLWECTBAMM aKTyaNnM3auns KAMHUYECKUX
pekomeHgauun no MHI ¢ BKAoYeHneM pasgena no BaKLuu-
HonpodunakTuke. TakKe He06X0AMMO COBEPLLEHCTBOBATL
HaUMOHaNbHbIN KaneHaapb NPoPUIaKTUYECKUX MPUBUBOK
B YacTu GopmMMpPOBaHUS pasgena no MMMyHM3aLMK Nnauu-
E€HTOB C XPOHWYECKUMU 3a6oneBaHna MU, NPeACTaBAAOWMX
co6oW rpynnbl PUCKa TAXKENOro Te4YeHUs NpefoTBpaTUMbIX
MHPEKLNUN, B TOM Yncne 60nbHbIx ¢ MHI.

PE30/IIOLIUA MEXXAUCLIUN/IMHAPHOI'O
COBETA 3KCHNEPTOB «CNELU®UYECKASA
NMPO®WIAKTUKA TAKE/bIX UHOEKLIUNA
Y NALUEHTOB C MAPOKCU3MA/IbHOM
HOYHOW FrEMOI/IOBUHYPUEMN, MOJTYYAIOLMUX
AHTUKOMIJIEMEHTAPHYIO TEPANUIO»
YyacTHUKKM MexXaucuuriiMHapHoOro coBeTta akcnep-

TOB B X0/j€ AUCKYCCHUMU U OOCYKAEHUN OTMETUIN:

e [IHI — ynbTpapenkoe opdaHHOe 3aboneBaHne, UMELD-
Lee yrpoxKatoLme K1U3HU NoCNeACcTBUS;

e 3Kynu3ymab, paBynu3ymab W naruetakonnaH — npena-
paTbl AN natoreHeTnyeckom Tepanuu MNHrM;

® MexaHW3M AencTBuSA aKynndymaba, paBynmMlymaba v nar-
LeTakonnaHa npeanonaraeT MOBbllEHWE PUCKa pas-
BUTUSA MW, B CBA3M C YeM BCe MauueHTbl, nofyyarowmne
3TW npenapaTbl, AO/MKHbI OblTb NPUBUTLI NpoTMB MU 10
ctapta Tepanun. Kpome Toro, nauueHTtbl ¢ MHI Takxke
[LONMKHbI 6blTb BaKUMHWPOBAHbI MPOTUB MHEBMOKOKKO-
BOM M reModuibHOM MHPeKLMn Tna b. OTCyTCTBUE HEKO-
TOPbIX BaKLUMH He [LOMKHO BMMSATbL HA CBOEBPEMEHHOE
Hayano aHTMKOMMAEMEHTAapPHON Tepanuu;

® COBpPEMEHHbIE CXEMbl MPODUIAKTUYECKON aHTUONOTUKO-
Tepanuu MNO3BOASAIT NauMeHTaM CBOEBPEMEHHO MOoy-
YWUTb AOCTYN K aHTUKOMMIEMEHTAPHOM Tepanuu B ciyvyae
OTCYTCTBUS HEOOXOAMMOMN BaKLMHbI UM HEBO3MOXHOCTH
CBOEBPEMEHHO BbIMOMHWUTL BaKLMHALMIO.



B xome o6cyxaeHns aKcnepTbl pa3paboTann MnpakTu-
YeCKne pekomeHaauMm no BaKuMHaumm nauueHTtoB ¢ [MHT,
noslyYatoWwmnx aHTUKOMMIIEMEHTAPHYIO Tepanuio, a TaKxKe
0603Ha4YMIM 0COBEHHOCTM NpoBeAeHUS MNPODUNAKTUKK
C UCMOMb30BaHNEM aHTUMUKPOGHbIX NpenapaToB.

MpaKTuyecKkne pekomeHaaLum

Mepea HayanoM nNpUMEHeHUs npenapata naruerta-
KonfaH Heob6xoAMmo y6eAauTbCs, Y4TO NauMeHTbl BaKLM-
HUPOBaHbl OT WHKaMNCyNMPOBAaHHbLIX GaKTepun, BKO4Yas
Streptococcus pneumoniae, Neisseria meningitidis TUnoB A,
C, W, Y u B u Haemophilus influenzae Tuna b, B Te4eHune
2 neT A0 Hayvana Tepanuu npenapatoM MarueTakonaaH.
Mpn OTCYTCTBMKU AaHHbIX YCIOBUIM cnegyeT cobnogaTb che-
Aylolume pekoMeHaaumu.

BaKuuHaLUa NPOTUB MEHUHIOKOKKOBOW MH(EKLUMU
naumeHToB ¢ MHI Ha aHTUKOMNIEeMEHTapHOM!
Tepanuu

e [laymeHtam c¢ TMHI go crtapta aHTUMKOMMAEMEHTapPHOM
Tepanuu nokasaHa BaKuuHauus npotme MW Ha doHe
CTabUIbHOrO COCTOAHUSA.

e PeKOMEHAOBAHO MPEeUMYyLLECTBEHHOE BBEAEHWE ABYX
103 KOHBIOMMPOBAHHOW 4YeTbipexBalE€HTHON MEHMWHIO-
KOKKOBOW BaKLUMHbI NpoTuB ceporpynn A, C, W, Y ¢ MUHHK-
MasbHbIM UHTEPBANOM 8 Hep.

e CpoOKM BBEAEHMS BTOPOW A03bl BaKUMHbI HE BAUSIOT Ha
Hayano aHTMKOMMJEMEHTAPHON Tepanuu.

e [Ipn OTCYTCTBMM KOHBIOrMPOBAHHOM MEHUHIOKOKKOBOM
BaKLMHbl BO3MOXHO BBeAeHWEe OAHOM [03bl Nnosucaxa-
pPUAHON BaKUMHbI Ans npodunaktukn MU cepotuna A nnu
O[HOW O03bl NonMcaxapuaHoOW BaKUMHbI Ans npodunak-
TKM MU cepoTtmnnos A u C.

e (OgHOBpPEMEHHO € BaKuMHOM nNpoTmuB ceporpynn A, C, W,
Y vunn nobon M3 nonmucaxapuaHblX MEHWUHTOKOKKOBbIX
BaKLMH BBOAMTCS BaKLMHa NPOTMB MEHUHIOKOKKa Ccepo-
rpynnel B, ecnn TakoBas poctynHa. OQHOBpPEMEHHOE
BBeAeHMe npegycMaTpuBaeT BBeAeHWE B OAMH AeHb
B pasHble aHaTOMUYyecKMe o0bnacTu ¢ UCMNOb30BaHUEM
pa3HbIX WNPULEB.

e CornacHo MHCTPYKUMKU MO MEAULIMHCKOMY MPUMEHEHMIO,
nauneHTam, KOTOpbIM NMOKa3aHa Tepanusa naruerakonna-
HOM, BaKLMHaLMSA NPOTUB MEHUHIOKOKKa ceporpynn A, C,
W, Y n B o693aTtenbHa. CyuiecTByeT TOUYKa 3peHuns cneum-
annCTOB, YTO BaKLIMHALMIO MPOTUB ceporpynnbl By 60/b-
HbiX ¢ MHI uenecoo6pasHO OTNOXUTb A0 AOCTUMKEHUS
KOHTpONS remonusa Ha ¢GOHe aHTUKOMMIEMEHTapHOM
Tepanuu. 3T CBA3aAHO C PUCKOM MPOBOKALIMM TAXKENOro
remMonMTU4ecKoro Kpmasa [15].

e Ecnu BaKkuuHa npotuB MW ceporpynn A, C, W, Y n B Hefo-
CTynHa, NauMeHT AO/MKEH nonyvyaTb NPOdUNaKTUYECKYIO
aHTMOUOTUKOTEPANUIO.

e [lauMeHTam B KPUTUHECKOM COCTOSIHUM aHTUKOMMIEMEH-
TapHas Tepanus HavyuMHaeTCs MO MKM3HEHHbIM MOoKasa-
HUAM Ha GOoHe NpodunakTMYecKonm aHTMBaKTepManbHOM
Tepanuu. BaKuuHauus TakuMx MNauUMEeHTOB MPOBOAMTCSH
B nepuoa ctabunmaauunun, Kak ToNbKO No3BOSET oblliee
COCTOSIHME.

e (OTcyTcTBME NPOBEAEHHOW BaKUMHaALUWKU HE [OONKHO
OTOABMIaTb CPOKM Hayana aHTUKOMMIEeMEHTapHOM
Tepanuu.

e ECAn No MEAULIMHCKMUM COOBpaxKeHUaM (Hanpumep, ecnu
€CTb MPOTUBOMNOKa3aHMUs) UK U3-3a HELOCTYNMHOCTU BakK-
LMH NauneHTy HEBO3MOXHO MPOBECTM BaKLMHALMIO, TO
Heob6X0aMMO MPOBOAUTbL aHTMGaKTepuanbHylo Npodu-
NaKTUKY B TE4YEHWE BCEro nepuoaa HaxoxaeHns naumneH-
Ta Ha aHTMKOMMEMEHTAPHOM Tepanuu.

e PeBaKuuHauusa npotme MW npoBoauTCa OAQHOKPaTHbIM
BBeJEHWEM [03bl KOHbIOrMPOBAHHOM YeTblpexBaseHT-
HOM MEHMHIOKOKKOBOM BaKUMWHblI MPOTUB ceporpynn A,
C, W, Y yepe3 5 ner nocne nepBuUYHOM BaKUMHaALMK
1 B nocneylolem Kaxable 5 ner.

Cxema BaKuMHaLUU
3a = 2 Heg Ao cTapTa aHTUKOMIJIEMEHTapHOH
Tepanuu

e [lauMeHTam, He Noy4YMBLUMM NEPBUYHYIO CEPUIO BaKLIU-
Hauun oT MW, BBOAMUTCS MPEUMYLLECTBEHHO MEHWHIO-
KOKKOBasi KOHbIOTMPOBaAHHAA YeTbipexBaneHTHas Bak-
LMHa ABYKPATHO C MMHMMalbHbLIM MHTEPBANIOM > 8 Hep,
WNW OAHOKPATHO MonucaxapuaHas BakuMHa Ans npodu-
naktMkn MW cepotuna A, unm ogHa fo3a noauvcaxapua-
HOW BaKUMHbI 4na npodunaktmkm MW cepotunos A mn C.
MNMauneHTam, NpuBUTLIM 60Nee 2 neT Ha3ag 0OAHON AO30M
No60M M3 noamcaxapuaHbiX MEHUHITOKOKKOBbIX BaKLMH
unu 6onee 5 net Ha3ag O4HOM J030M KOHbIOrMPOBAHHOM
YyeTblpexBaNEHTHOM MEHMHIOKOKKOBOM BaKLMWHbI, HA3Ha-
YyaeTca OAHa A03a KOHbIOMMPOBAHHOM YeTblpexBaneHT-
HOW MEHUHTOKOKKOBOW BaKLMHbI.

MeHee 2 Hep o cTapTa
AHTUKOMI/IEMEHTapHOH Tepanuu

e [laumeHTaM, He MNPUBUTLIM MO 3aBEPLUEHHON CXeme
npotMe MW, BBOAAT NPEUMYLLECTBEHHO MEHUHIOKOKKO-
BYIO KOHbBIOFMPOBAHHYIO YETbIpEXBANIEHTHYIO BaKLMHY
C NOBTOPHbLIM BBEAEHUEM Yepes = 8 Hel UK OAHY A03Yy
060N MEHWMHIOKOKKOBOM MNoOAMCaxapuaHOMW BaKLMHbI.
B naHHOM cnyvyae Heo6xoAMMO Ha3HaYyeHue aHTMOUOTHU-
KOB, MCMNONb3yeMbIX An9 npodunaktmkn MW, B TeyeHune
2 Hej nocrne BaKuuHaLuuu.

e [layueHTam, nNony4ymsluMm 6onee 2 neT Ha3aj oaHy AO3Y
No60oM M3 noancaxapuaHbiX MEHUHITOKOKKOBbIX BaKLMH
unn 6onee 5 net Hasag A03Y/A03bl KOHbLIOMMPOBAHHOM
yeTblpexBaNeHTHOM MEHUMHIOKOKKOBOM BaKLUMWHbI, BBO-
[OWUTCS 0fHa 403a KOHbIOrMPOBaHHOM YETbIpEXBANEHTHOM
MEHWHIOKOKKOBOM BaKLUWHbI C Ha3HaYeHWeM aHTUMOWO-
TUKOB, UCNOJMIb3YEMbIX 419 NpodunakTuku MU, B TedeHune
2 Hej nocrne BaKuuHaLuuK.

CxeMbl BaKUMHaLNUU B Pa3/INYHbIX

KJIMHUYECKUX CUTYyaLnaxX

MaumeHTam, NoAy4YMBLIMM NMEPBUYHYIO CEPUID BaKLMHaA-
umn npotnue MW, cnegyeT Ha3HayaTb Kaxkable 5 neT gonon-
HUTENbHYI 103y KOHBIOITMPOBAHHON MEHUHTOKOKKOBOW BaK-
UMHbI ans obecneyvyeHns Hanbonee adpOEKTUBHOM 3allUUThI.
JKcnepTbl CYMTAOT BO3MOXHbIM B CUTYaLUMUU MKUIHEHHOM
HEOo6X0AMMOCTM aHTUKOMMJEMEHTAPHON Tepanuu U MnokKa-
3aHMSa K BakKuMHauuun npotus MW nepen Havyanom neyeHus
BaKLUMHMPOBaTb KOHbOIMPOBAHHOM MEHUHIOKOKKOBOM BaK-
LUMHOW NauMeHTOB B Bo3pacTe cTapuwe 55 net (B cayyae
OTCYTCTBUS NoMcaxapuaHOn MEHUHIOKOKKOBOM BaKLMHbI).

MNMauneHTam cTapwe 55 neT pekomeHayeTcss OgHOKpaT-
Has BaKUMHaUMa nonuvcaxapuaHow BaKUMHOM Ans npodu-
naktTukn MW cepotmna A mnm ogHa go3a nonvcaxapuaHowm
BaKUMHbl ang npodunaktnkn MU cepotunos A u C 1 ogHo-
KpaTHas peBaKuuHauua yepes 2 roga MEHUHIOKOKKOBOWM
KOHBIOrMPOBaAHHON BaKLUMHOW (Mocnegyoline peBaKkunHa-
LMW nonmMcaxapuaHbiMK BaKLMHaMKU He 0MyCKatloTCs).

MauveHTaMm, NpepBaBWNM aHTUKOMMJIEMEHTAPHYO Te-
panuio U BO30GHOBUBILMM NevyeHne 4yepes onpeaeneHHoe
BPEMSl, PEKOMEHyeTcs MOBTOPHas BaKUMHaLMA NPOTUB
MW, ecnn ¢ MOMeHTa BBEAEHWS MEPBOW [03bl BaKLMHbI
npowsno 6onee 2 net (MpuM UCMNONb30BAHWN paHee nonucaxa-
PUOHON MEHWHTOKOKKOBOW BaKLUMHbI) U 6onee 5 net (nocne
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npeablaywero nNpUMeHeHUs KOHbIOTMPOBAHHOW MEHWHIO-
KOKKOBOW BaKLMHblI).

AHTUOMOTUKM, UCNOJIb3yEeMble AN NPOPUNAKTUKHU
MEHUHIrOKOKKOBOW MHPEKLUK:

®  AMOKCUUMAIMH — 2 T B CYTKMU;

e unnpodnokcaumH — 500 Mr agBarkAbl B CYTKH;

° LlepTpUaKCOH — 2 T B CYTKW;

e pudpaMnuunH — 450 Mr B CyTKM.

ANbTepHaTUBHbIE CXEMbI:
e 3putpommumH — 500 Mr aBaxabl B CYTKH;
e asutpomuunH — 500 mr 3 pasa B Hegento.

Mpn HapyweHun OGyHKUMKM NOYeK A03Y aHTUOMOTMKA
cnefyeT yMeHbWnTb B 3aBUCUMOCTU OT 3HAYEHUN KiMpeHca
KpeaTWHWHA M COrNacHO MHCTPYKLMUM MO MeAULMHCKOMY
NPUMEHEHMIO, €CNIU MPUMEHUMO.

CpOKM ¥ ANUTENbHOCTb aHTMbGaKTepuanbHOW Tepanuu
yCTaHaB/NMBAlOTCA WHAMBWAyaNbHO C y4eTOM OCOBEHHO-
CTeNn nauuneHTa, ne4yeHmUs OCHOBHOIo 3ab60/ieBaHUS U CXEMbI
BaKLMHaLNUM.

BaKkuuHauua nocne crtapta aHTUMKOMMIEMEHTapHOM
Tepanuu NPOBOAMTCS Cpa3y e nocfie ctabunuaaunm cocTo-
AHUSA NaLueHTa No BbllleyKa3aHHbIM CXeMam.

BaKuuHauua npoTMB NHEBMOKOKKOBOW MHpEKLUHU

BaKkuunHauusa npoTMB NHEBMOKOKKOBOM MHbeKumn (MN)
[I0/I)KHa NMPOBOANTLCA B COOTBETCTBUM CO CXEMOW AN rpyn-
MNbl PUCKa; BaKUMHauus npotmB NN He ABNSeTca OCHOBAHMU-
€M 1719 OTCPOYKM Hayasla aHTUKOMMIEMEHTapPHOM Tepanuu.

Cxema BaKuMHaLuUuU

MauneHTam B Bo3pacTe 18 neT un cTapllie Ha3HavyaeTcs
oflHa A03a NMHEBMOKOKKOBOW KOHBIOIMPOBAHHOW BaKLMHbI
(MKB), npenmyulecTBEHHO 60/€€ LMPOKOW BANEHTHOCTH,
3aTeM C MHTepBasioM He MeHee 8 He[l MOXKHO BBOAUTb MHEB-
MOKOKKOBYIO nonucaxapugHyto BakuuHy (MMNB23). Ecau
nauuneHT yxe npusut [MMNB23, To BakuMHauua NMKB nposo-
ONTCA He paHee 4yem Yeped 1 roa.

BaKuyuHauua npoTuB reMmoPpUIbLHOMN

UHPpeKuumu Tuna b

MauneHToB, NoNyYatoLmMx aHTMKOMNNEMEHTapHYO Tepa-
nuio, NPMBUBAIOT NPOTUB reModUIbHON UHPEKLUK Tuna b
(Hib) no cxemam ansg rpynn pucka.

Cxema BaKuMHaLuun

B3pocnbiM NpoBOAAT OAHOKPATHYIO BaKUMHALMIO C UC-
Nnofb30BaHMEM MOHOBAKLMHbI MPOTUB reMOodUabHOM WH-
deKuunmn Tuna b. PeBakuuHauusa He TpebyeTcs.

B HacTodwee Bpemsa Ha3zHavyeHWe BaKUMHbI MPOTUB
reMmoduibHON MHOEKUMM TUnNa b 340pPOBbLIM AETAM cTap-
Wwe 2 Mec U B3POC/bIM C OnpeAeneHHbIMU XPOHUYECKUMHU
3a60/1€BaHUAMM, NOBLILLAIOLWMMKU PUCK TAKENOr0 TEYEHUS
Hib-nndekuunn, B Poccuinckon depepaumm pernameHTmpo-
BaHO MeToAMYecKMMKU pekomeHgaumamm MP 3.3.1.0001-10
ot 31 mapta 2010 r. JaHHble NpUHUMNbI coraacytTcs
¢ nosuumen BO3 B OTHOLWEHWUM KOHBIOTMPOBAHHOM BaKLMHbI
npoTMB remModunbHON MHbEKUMM TUNa b — AeTen U B3pocC-
NbIX cneayeT BakLMHMPOBaTb B C/lyYae MOBbILWEHHOrO pUcKa
3ab6oneBaHns UHBa3NMBHON GOPMON MHDEKUMM NPU HaNn-
YUK COOTBETCTBYIOLMX pecypcoB [16].

B cBs3M ¢ orpaHMYeHHbIM O06BHEMOM BbINyCKaeMOWM
B Poccun mMoHOBaKUMHbI NpPOTUB Hib-MHDEKLMM BO3MOXK-
HO OfHOKpaTHOEe BBefEeHWE MNeHTaBaleHTHOW BaKLUMHbI,
KOMOGMHWPOBAHHOM NPOTMB KOKAOWa, AUdTEPUH, CTONBHSA-

Ka, BUPYCHOro nonnomMunennTa u reModuinbHOM MHOEKLMH
TMna b, Npuv ycnoBuM OTCYTCTBMSA MPOBEAEHHON MaLMEHTY
BaKLMHALWKU NPOTMB NepeyvmcneHHblX MHbEKLNU 3a nocnes-
Hue 10 nert.

Mpn HEOB6XO0ANMMOCTHM NPOBEAEHNSA OAHOBPEMEHHOM BaK-
LMHaLUUKM MMMyHOBKHONOrMyeckme npenapaTtbl cneayet BBO-
IUTb OJHOMOMEHTHO (B OAMH [A€Hb) Pa3HbIMMK LINPULLEAMU
B pa3Hble YacTu Tena.

YyacTHUKM MeXaucuunimHapHoro copera
3KCNEepTOB PEKOMEHAOBAJIN:

® BK/OYWUTb BbllleyKa3aHHble PEKOMEeHJauMM B HauMo-
HanbHbIK KaneHgapb MPOoPUNAKTUYECKUX MNPUBUBOK
M Apyrve HopMaTuBHble AOKYMEHTbI, onpeaensiowune
nopsAoK NPOBEAEHWUS UMMYHONPODUNAKTUKU ANS AaH-
HOWM KaTeropmu naumeHToB;

e pas3paboTaTb NpaKTU4YECKOE PYKOBOACTBO A/ Bpayven no
cneundunyecKkon npodunakTMke MHPEKLMN y NaLMeHTOB
¢ INMHTI, nonyyaoumx aHTUKOMMNIEMEHTaPHYIO Tepanuio;

e paspaboTatb METOAMYECKME PEKOMEHZALMM MO cneuu-
duryeckon npodunakTuKke MHGEKUUN y naumeHToB ¢ MH,
nonyyatLWwmnx aHTUKOMINEMEHTAPHYIO Tepanuio;

e paspaboTaTtb MaTepuanbl Mo cneunduyeckon npodu-
NaKTuKe uHdeKuun y nauueHTtoB c¢ [MHI, nonyyatowmx
aHTMKOMMNIEMEHTapPHYIO Tepanuio, AN BHECEHUS B KK-
HUWYEecKMe pekoMeHaaumn no neyvexumto MHrM.

B meponpuaTUU NPUHANK yHacTHue:

1. HamasoBa-bapaHoBa Jleina CerniMypoBHa, AOKTOP
MEeAMLUMHCKUX HayK, npodeccop, akageMuk PAH, pyko-
Boautens HUW nepgmatpum u oxpaHbl 340pOBbSA AeTewn
HKLL N°2 &IrbBHY «PHLX wum. akag. b.B. MeTpoBcKoro»
MuHo6pHaykn Poccuu, 3aBegyouas Kabeapon dakynb-
TETCKOW neanaTpuun neguvatpuyeckoro darkynsteta Praoy
BO «PHUMY wum. H.WU. Muporosa» MwuH3gpaBa Poccuwu,
rMaBHbIA BHELWTATHbIM AETCKUIW cneymanucT no npodunak-
TUYeCcKOn meanunHe MwuH3gpaBa Poccuu, npeacepatens
NITAG P®, npe3unageHt Coto3a neanatpoB Poccuu, nact-
npesnaeHT EBponenckon neguvaTpuyeckom accouunauuu
(EPA/UNEPSA)

2. bpuko Hukonaur MBaHOBMY, OOKTOP MEAMLMHCKUX
HayK, npodeccop, akagemuk PAH, aupektop WHCTUTyTa
061LeCcTBEHHOI0 340Pp0BbA UM. ©.D. pucmaHa, 3aBeyHoLLni
Kadeapon anuaemMumoNnorMm u AoKasaTesbHOM MeOULMHbI
®IAQY BO Mepsbit MTMY um. .M. CevyeHoBa MuH3apaBa
Poccun (CeyeHoBcKmin YHuBepcuteT), npe3naeHT HIMT«HACKW»

3. KosnoB PomaH CepreeBuy, LOKTOP MEAULMHCKUX
HayK, npodeccop, u4neH-KoppecnoHaeHT PAH, rnaBHbIv
BHeLWTaTHbIK cneymManmncT No KIMHUYECKOM MUKPOBMOIOrMn
M aHTUMWKPOOGHOW pe3ncTeHTHOCTM MuH3gpaBa Poccuu,
pekTop ®Irb0Y BO «CMONEHCKKI rocyaapCTBEHHbIA Meau-
LMHCKMI yHUBepcuTe™ MuH3apasa Poccumn

4. KynaruH AneKkcaHap [AMUTpuMeBMY, OOKTOP Meau-
LUMHCKUX HayK, npodeccop, aupektop HWUU O0OTuT
um. P.M. lTop6ayeBoin, 3aBeayowmnin Kabeapow remaTtosioruu,
TpaHCchy3MONorMmM 1 TPaAHCMIAHTONOMMKU C KYPCOM AETCKOWM
oHKonorun ®rO wum. npod. b.B. AbaHacbeBa PrEOY BO
«[lepBblt CaHKT-IeTepbyprckui rocygapCTBEHHbIN Meau-
LIMHCKMI yHMBEpCUTET M. akaa. W.M. MNaBnoBa» MunH3gpaBa
Poccuun

5. Xaput CycaHHa MuxainnoBHa, LOKTOP MEAULMHCKUX
HayK, npodeccop, PyKoBOAUTENb OTAena MNpPpodUNaKTUKK
MHOEKLMOHHbIX 3a6oneBaHnint PIBY «[eTCKUi Hay4YHO-KK-
HUYECKUIN LEHTP MHPEKLIMOHHbIX 6one3Hen» PMBA Poccun,
rMaBHbIA BHELWTATHbIM CNeunanmcT no BakuuMHonpodunak-
TUKe ropoackoro Komuteta no 3apaBooxpaHeHuto CaHKT-
MeTepbypra



6. KoBTyH Osnbra leTpoBHa, AOKTOP MEAULMHCKUX HayK,
npodeccop, akagemunk PAH, rnaBHbin neguaTp YpanbCKoro
denepanbHoro okpyra, pektop PreQy BO «Ypanbckui rocy-
[apCTBEHHbIN MEeAULMHCKUI yHuBepcuTeT» MuH3apaBa
Poccuun

7. KoctmHoB Mwuxaun T[leTpoBuY, AOKTOP MeEOMLMH-
CKMX HayK, npodeccop, uneH-KoppecnoHaeHT PAH, 3aBe-
aylowunn nabopatopuer BaKUUMHOMNPOPUNAKTUKU U UMMY-
HOTepanuu anneprudyecknx 3abonesaHunn PreHY «HayyHo-
nccnefoBaTeNbCKUM  MHCTUTYT BaKUMH M CbIBOPOTOK
uMm. N.N. MeyHunkoBa»

8. lopenoB AnekcaHap BacuabeBu4d, LOKTOP MEOULMH-
CKMX HayK, npodeccop, akagemuKk PAH, 3amecTuTeNb AUpeEK-
Topa no HayyHon pa6orte ®BYH LHWWU 3Snuoemuonorum
Pocnotpe6Haasopa

9. [lonnbuH PomaH BnaguMMupoBMY, TNaBHbIM BHEL-
TaTHbIM anuaemuonor MuHsgpaBa Poccuu, OoueHT Kade-
[pbl 3MWAEMUONOrM U AOoKa3aTenbHon MeauumHbl PrAQY
BO lMepBbint MTMY um. .M. CeyeHoBa MuH3gpaBa Poccuu
(CeyeHoBcKMM YHuBepcuTeT), cekpeTapb HIT «<HACKW»

10. PygakoBa Anna BceBonogoBHa, AOKTOp papmaueB-
TUYECKMX HayK, npodeccop Kadeapbl ynpaBaeHUs U 3KOHO-
MUKKM papmauun PIrbOY BO «CaHKT-MNeTepbyprckuii rocy-
[apCTBEHHbIN XMMUKO-bapMaLEeBTUYECKUN YHUBEPCUTET»
MuH3gpaBa Poccuu, CTaplwmni HayYHbIM COTPYAHWUK oTaena
BaKLUMHOMPOPUNAKTUKM M MOCTBAKLMHANBHON NaToN0MUK
OIrBY «[JeTCKUit Hay4YHO-KJIMHUYECKUI LEeHTP MHPEKLMOH-
HbIx 60ne3Hen» PMBA Poccun

11.CugopeHko Cepren BnagumupoBud, OOKTOP Meau-
LIMHCKKUX HayK, npodeccop, 4ieH-KoppecnoHaeHT PAH,
3aBefyloLWni Hay4yHO-UCcCcneLoBaTeNbCKUM OTAENOM Mose-
KYNSpHOM MUKPOBGNONOrUKU U MEAULIMHCKOW 3NMMAEMUONOTUN
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W) Check for updates

BbigalowWwMnNCca AEeTCKUUN XUpypr
IOpun ®epoposuy UcakoB
(K 100-netUio co AHA poXaeHuUN)

28 wuwoHa 2023 .
ucrnonHgetcsd 100 net co
OHS POXKAEHMS BblaatoLle-
rocsl y4eHOro u opraHusa-
Topa 3[paBOOXpaHeHus,
nuaepa oOTeYeCcTBEHHOM
[IETCKOM XMPYpPrumM BTOPOM
NONOBUHBI XX cTONeTus,
aKajeMWKa, 3acnyXeHHo-
ro geatens Hayku Hpwus
depopoBnya McakoBa.
Ero cyabba TvnuyHa ans
npeacTtaBuUTeNnen BeESIUKO-
r0 NOKOJIEHUSI COBETCKMX
N0AEN, OKOHYMBLUMX WKONY W yWeAWnX 3almatb PoanHy
B Tparndyeckom 1941-M “ BEPHYBIUMXCHA C BOWHbI agHO
nornowaTb 3HaHWA B CTYAEHYECKMX ayauTopusx, 4TOOGbl
BEPHO M YCMELWHO NPoAoMKaTh CNyKuTb OTY4ECTBY B HEMPO-
CTble NOCNEBOEHHbIE AECATUNETUSA. APKO CBUAETENLCTBYIOT
06 3TOM MMeHa Tpex GpPOHTOBMKOB, BbIMYCKHUKOB BToporo
MOCKOBCKOro MeAWMLMHCKOrO WHCTUTYyTa 1951 1., 6yay-
wmx yneHoB AMH CCCP HO.®. UcakoBa, A.B. MasypuHa,
M.A. CtyaeHnKknHa, 100-neTHUIM 10BUnen KoTopbix neguat-
pbl CTpaHbl oTMeYatoT B 2023 T.

OKOHYMB ne4vyebHblt dakynbTeT ¢ oTanymem, H0.d. Uca-
KOB NpojomKaeT y4eby B poAHOM By3e Ha Kadeape AETCKON
XUPYpPrun B opauHaTtype 1 acnupaHType. Boibop Kadeapbl
MOJIOAbIM CMEeLNannMcToM 6bi1 HeCTy4anHbIM, MO0 €10 PyKO-
BOAMN OOMH M3 OCHOBATENen COBETCKOW LUKO/bl AETCKUX
xupypros npodeccop C.[. TepHoBCKuMK. [og ero pykoBoa-
ctBoM HO.®. McakoBbIM ycnewHo 3aluuiaetca B 1955 .
KaHauaaTcKaa gucceptaums Ha Temy «BHyTpuBeHHas
M BHYTPUKOCTHAs aHecTe3us npu onepauusx Ha KOHeu-
HocTax y petel». O cBoeM yuutene HOpuin depopoBumy
BCerga roBopun ¢ rnyboKon NpU3HaTENbHOCTbIO U yBarKe-
HUEM; yxe 6yayyu 3aBeaylolwum Kadenpown, NoadYepKu-
Bafl, YTO COTPYAHWUKM JOKHbI YCNewHo NpoAoaKaTb BbICO-
KWe HayyHble TpaguuuK, 3anoXeHHble ee OCHOBaTeNleM.
B 1963 r. H0.®P. McaKkoB 3alLWUTUI JOKTOPCKYIO AnccepTaLuio
«bonesHb MplnpyHra y geten (natoreHes, KIUHKKa, ede-
Hue)», a B 1966 r. ero nsbupatot B afibMa-martep 3aBeaylo-
WM Kabeapon XMpypruyeckux 60ne3Hen OEeTCKOro BO3-
pacTa. HYyTb MO3}Ke B 3TOM e rogy OH CTaHOBMTCS rMaBHbIM
NeTCKUM xupyprom MuHsapaBa PCOCP, a 3atem Ha3Hauya-
€TCS Ha [JOMKHOCTb PyKoBOAWUTENS [MaBHOro ynpasieHus
y4yebHbIX 3aBefgeHnn Munnsgpasa CCCP. C 1981 no 1987 r.
H0.®P. UcakoB sBNsANCS 3aMecTUTenemM MUHUCTPa 3[paBo-
oxpaHeHusa CCCP. B 1971 r. Opus degopoBrya n3bupaot
4YieHOM-KoppecnoHAeHToM, a 1975 . — AencTBUTENbHBbIM
yneHomMm AKagemun mMeauvuuHCKMx Hayk CCCP, ¢ 1989 r.
no 2001 r. oH Buue-npe3naeHT AMH CCCP (3atem PAMH).
CKoHuancs H0.®. NUcakos 4 aBrycta 2016 1.

O He3aypsigHOW Hay4yHOW W nefgarorM4yeckon pabote
TaNaHTIMBOro OTEYECTBEHHOrO0 YY4EeHOro B 061acTu AeT-
CKOW XMPYprun y6eanTenbHO CBMAETENbCTBYIOT cneaytouime
dakKTbl. H0.®. NcakoB — WHWLMATOP CO3AAHUS XMPYPrum
HOBOPOXAEHHbIX KaK CaMOCTOATENIbHOIrO pasaena XMpypru-

YECKOM HayKu U MoMoLM aeTaM. UM 1 ero yyeHnkamu npo-
BefleHbl nccnegoBaHns GU3MonorMn U Natonorumn nepuoaa
afanTaunmn y HOBOPOXKAEHHbIX; BHEAPEHbI B XMPYPrUYECKYIO
KIMHUKY 3HOCKOMUYECKNE METOAbI AMArHOCTUKM U XMPYPTU-
YEeCKOro fle4eH st Y HOBOPOXKAEHHbIX C NaToNOrMen Kenyaoy-
HO-KMLLEYHOrO TpaKTa U XKen4yeBblBOAALWMX NyTEN; AOCTUMHY-
Tbl 61ecTsWMne pe3ynbTaThl B AUArHOCTUKE U XMPYPrMYECKOM
nieyeHnn 6onesHu MpwnpyHra; BHECEH 3HA4YMMbIM BKag
B pa3BUTUE TOpPaKaNbHOM XMPYPIrun y AETEN, XMPYPIrUYECKON
KOppPEeKLUMN nopTaNbHOM TUNEPTEH3UU, KapAWOXUPYPrum
[leTen paHHero Bo3pacTa, B JieYeHUe AeTen C nopokamu
pas3BUTUS pas3NnyHON NIokanu3auun. Takke H.P. Ucakos
BHeC 60/blLOW BKAa4 B pa3BUTUE SHAOXMPYPruu y AeTen.
OH aBTOp 60nee 400 HayyHbIX Ny6NMKaLWK, B TOM 4ucne
23 pyKOBOACTB M MOHOrpadum, 12 n306peTeHunn.

BeccnopHa Bbiaatowanca ponb K0.®. MicakoBa B opra-
HU3aLWK CUCTEMbBI XMPYPrUYECKON MEAULIMHCKOW MOMOLLM
petam Poccuu. Mo ero nHmymatnee Ha 6a3e MOCKOBCKOWM
[IETCKOM KJIMHUYECKOW 6GoNbHULbI MM. H.®. dunatoBa
cosfatoTcs BCecol3HbIM AETCKUM XMPYPrUYECKUM LEHTP,
OTAENIEHUA TOKCUKONOrMK, rMnepbapuyecKon OKcureHa-
UMW, MUKPOXMPYPTUU U PEKOHCTPYKTMBHON XMPYPruu,
aHrnorpaduu, nepsBbin B Poccuun KpuoueHTp. Bosrnasus
[MaBHOe ynpaBneHuWe y4ebHbiX 3aBeaeHur MuH3apaBa
CCCP, H0.®. NcakoB MHULIMMPYET NPoBeeHMe NOAroTOBKMU
KagpoB no o6wmm BpavyebHbIM crieymanbHOCTSM B cybop-
OMHaTYype W UWHTepHaTtype, co3gaHue Kadeap OEeTCKowm
XMPYPrun B MeAMUMHCKMX By3ax. O Bblgatowencs ponu
ero Kak negarora — AeTCKOro xmpypra y6eanTenbHo roso-
pUT 1 TOT daKT, 4TO ero nepy npuHaanexar 7 y4e6HUKOB
M y4eOBHbIX NOCOBMN, B UX YMCNe Yy4EOHUK ANs CTYOEHTOB,
BblAEPXKaBLWWM NATb U3AAHWUI, U ABYXTOMHOE PYKOBOACTBO
no AETCKOM XMpypruun ans Bpaden. o nHMunaTnBE Bblaa-
towerocs yqyeHoro B 1993 r. cosgaetcs PoccuiicKkasa acco-
LMaumsa OeTCKMX XMpyproB, npeacegatenem lpesuanyma
KOTOPOM OH Obln B TeveHne 22 neT, a B 1997 r. — }ypHan
«JleTcKas Xnupyprus».

HestenbHocTb HOpus depopoBuya KMcakoBa [J0OCTON-
HO OTMe4yeHa. Cpeau ero GpOHTOBbLIX Harpaj rnaBHas
AN pagoBoOro congata — Mefasnb «3a oTBary». OH Harpax-
OeH opaeHamu OTeyeCTBEHHOW BOWHbI | cTeneHu, «3a
3acnyrn nepen OteyectBom» Il u Il ctenenun, Tpyaosoro
KpacHoro 3HameHu, OKTa6pbcKon Peontounun, Lpyo6bl
HapoaoB. O Npu3HaHUK GyHAAMEHTANbHOCTN €ro Hay4HbIX
TPYAOB CBMAETENbCTBYIOT ABe [0CyaapCTBEHHblE MpeMuu
CCCP u locynapctBeHHas npemus Poccuitckon denepaumm,
Mpemusa MpaBuTenbcTBa Poccuiickon denepaumu.

Poccuiickas meamumHcKas 06LWeCcTBEHHOCTb, AETCKUe
XUPYPrK U neauatpbl 6epexHo XpaHAT namaTtb o HOpuu
depopoBuye Mcakose. B 2020 r. B MOCKOBCKOW A€eT-
CKOWM KIIMHUYeCcKon 6onbHuLe UM. H.®. dunaTtoBa OTKpbITa
nocesillleHHas emMy MemopuanbHas Aocka. B Poccuickom
HaLMOHaNbHOM MCCNefoBaTeIbCKOM MEAWULIMHCKOM YHU-
Bepcutete um. H.WU. Mnporosa Kadenpe OETCKUX XUPYPTU-
YecKux 60/1e3HEN MPUCBOEHO €ro UMS.

Cow3s negunatpoB Poccun



