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B HacTosiimee BpeMsi MHOTO€ JIeJIaeTcsl IJIsl ONTUMHU3AIMU NOMOIIY MAIMEHTAM ¢ HACJIeICTBEHHBIM AHTHOOTEKOM, OJTHAKO BO MHOTHX
PErHoHAX COXPAHAIOTCS TPYAHOCTH C OPraHU3alMeil OKA3aHUSA TAKOi MOMOIM. DNUAEMHOJIOTHYECKHE JAHHbIE CBUIETEIbCTBYIOT
0 HHU3KOM YPOBHE JMATHOCTHKH HACJIEJCTBEHHOrO aHrHOOTeKa. B psine pernoHoB pa3paGoTaHbl CXeMbl MAPMIPYTH3AUMH 0OJBHBIX
C JIAHHOW HO30JI0THEd. DTH CXeMbl NMPEICTABIAIOT CO0O0H AJIMUHHCTPATHBHO 3aKPEILUICHHbIN MOPSIOK CJIEI0BAHHS NANMEHTOB
¢ JeTaJbHBIM Pa3bsiCHEHHEM BCeX NepeMelieHuii, CBA3aHHBIX C OKa3aHHeM MeIMIMHCKOM nmoMomm. Takum odpasom, MapipyTu-
3a1Ms B OTHOIIEHWN KOHKPETHOrO 00JIbHOTO — 3TO MPOLECC OMNpe/ieieHHs] ONTUMAJIBHOTO MYTH €ro CJIeI0BAHNUS C HEJIbI0 OTyYeHus
KaYeCTBEHHOI MeIUIMHCKO MOMOIM NPH MUHAMAJIbHBIX BPeMeHHb:X M (pUHAHCOBBIX 3aTpaTax. CTaThs MOCBAIIEHA OPraHU3ALMH
MapIIPYTU3ALMM NALUEHTOB C HACIEICTBEHHIM AHTHOOTEKOM.
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Currently, there is a lot of effort that is been done to optimize healthcare management for patients with hereditary angioedema, but
there are still difficulties in the regions. Epidemiological data on hereditary angioedema indicate a low level of diagnosis. In several
regions, patient pathway have been developed with a detailed description of the different steps on the patient healthcare journey.
The patient pathway is a key component of high-quality medical care with optimal timeliness and financial costs. The article is devoted
to the organization of hereditary angioedema patients’ pathway.
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HacneL[CTBeHHbIVI aHTMOOTeK — penkoe (opdaHHOE)
TTOTEHITMAJIBHO YTpoXarollee XU3HU 3a00JIeBaHUE,
KOTOPOE XapaKTepu3yeTcsl PeLUANBUPYIOIINMH OTeKaMU
KOXM, CJIU3UCTBIX/TIOACIU3UCTBIX 000JIOUeK M TEeHETH-
YecKM AeTepMUHUpoBaHO. KiTloueByl0 pojib B pa3BUTHM
AHTMOOTEKOB TpU 3TOM 3a00JIeBAaHMM WIpaeT Meava-
Top OpaguKuHUH. [TO3TOMY aHTMOOTEKM y TAlMEHTOB
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C HaCJICNCTBEHHBIM aHTMOOTEKOM HE€ UYBCTBUTEJIbHbI
K CTaHJAApTHOW Tepanuu (CUCTEMHbIE TJIIOKOKOPTHUKO-
CTEpOM/Ibl, aHTUTUCTAMMHHbBIC Tpernaparhl, aapeHalInH),
MPUMEHSIEMO 17151 JieueHUs1 OOJIbHBIX C aHTMOOTeKaMMu,
BbI3BAHHBIMU MeIMATOpaMU TYYHBIX KJIETOK, U TPeOylOT
NIPyroit, maToreHeTU4YeCK 000CHOBaHHON Teparmu [1, 2].
HacnencTBeHHbI aHTMOOTEK XapaKTepU3YeTCsl ayTOCOM-
HO-JIOMMHAHTHBIM TUIIOM HacjenoBaHusl. B GoJjblIMH-
CTBe cJiy4yaeB 3a00JieBaHKEe 00YCIOBIEHO KOJIMYECTBEHHOM
wi GYHKUIMOHAJIBHON HeaocTaTOUYHOCThI0 Cl-MHTHou-
topa (Myrauuu B reHe SERPING1). Kpome Toro, B Teue-
HUE TOCTAEIHUX JIET BBISIBICHBI MYyTallMW psiia JpYyTux
T€HOB, KOTOpbIe TPUBOMAT K Pa3BUTHIO HACJEICTBEH-
HOTO aHTMoOTeKa. DTU JaHHbIE HAXOISAT CBOE OTpaXkKeHUe
B COBpeMEHHO# Kiaccudukanuu 6oie3nu |1, 3] (puc. 1).

PacnipoctpaHeHHOCTb ~ HACJIEACTBEHHOIO  aHTMO-
OTeKa He 3aBUCUT HU OT T€HIEPHOW MPUHALIEKHOCTH,
HU oT pachl U coctasisier 1:50 000—1:100 000 Hacene-
Hus [4], 4TO TO3BOJISIET OTHECTM HaHHOE 3abosieBaHUE
K peakum (opdaHHbIM). COOTBETCTBEHHO MOMOIIb 00JIb-
HBbIM JJaHHOM KaTeropyMu CBsI3aHa HE TOJIbKO C KIMHUYE-

POCCUVICKWIA BECTHUK NMEPUHATOJIONMN U MNEANATPUM, 2021; 66:(3)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2021; 66:(3)



[lamnypa A.H. u coasm. [IpUHIIAITE MAPIIPYTU3AIINK OOMBHBIX C HACTEICTBEHHBIM aHTHOOTEKOM

CKMMMU acTieKTaMU, HO M C OIpe/ieJIeHHbIM HOPMAaTHBHO-
MpaBOBBIM peryiupoBaHueM. BrepBeie B Poccuiickoii
denepanuy TepMUH «opdaHHbIe 3a00J1eBaHST» TTOSIBUJICS
B 2012 1. B 44 crarbe DenepanbHoro 3akoHa [5]. JaHHas
cTaThsl perjlaMeHTUpPYeT KPUTEepUil penkoro 3abosena-
Hus (pacnpoctpaHeHHOCTH 1:10 000). Crnenyer OTMETUTD,
YTO B OTJIMYME OT JIPYrux crpaH mupa B Poccum cyiue-
CTBYeT TepedyeHb peakux (opdaHHBIX) 3abojeBaHuUii [6],
a TakXe HECKOJIbKO TepeuyHeill — pPerucTpoB, KOTOpPbIC
OTpENEeIsIOT  BO3MOXHOCTh  TOJIYYEHMSI  MAllMEHTOM
rnaroreHeTnueckoit tepanuu [7, 8]. M3 nepeuns penkux
(opdaHHBIX) 32005IeBaHNT C(POPMUPOBAHBI:

— IepevYeHb BEICOKO3aTPaTHBIX HO30JI0T1i [§];

—TIepeyeHb YrpPOXamIIMX XW3HU M XPOHUUYECKUX
MPOrpeccupyrommx peakux (opdaHHbIX) 3a00JeBaHUM,
MPUBOASIIMX K COKpAIIEHUIO TPOJOKUTEIbHOCTH
>KM3HU WA MHBAJUIHOCTHU rpaxkaaH [7].

HacnencrBeHHBIT aHTMOOTEK BXOIWUT B TEpeuyeHb
YIPOXAIOIIUX KMU3HU U XPOHUYECKUX ITPOTPECCUPYIO-
mux penkux (opdaHHbIX) 3a00jieBaHUI, TPUBOISIIIAX
K COKpalIEHUIO MPOJOJLKUTEIbHOCTU XW3HU TpaKiaaH
WIM UMX UWHBadumgHocTU. [lepeyeHb ObUT yTBEpPXICH
ITocraHoBieHWeM TpaBuTeabcTBA Poccuiickoit denepa-
uuu B 2012 1., u coumepxan 24 Ho3osornyeckrue HopmMbl

[9, 10]. B ykazaHHOM HOpPMaTMBHOM JOKYMEHTE YTBep-
XIeHBI TTpaBuiia BeaeHust OenepasbHOTO perucTpa Jiuil,
CTpajalOINX YIPOXKAIOIINMU KU3HA U XPOHUYECKUMU
MPOTrPECCUPYIOIINMHU peAKUMU (opdaHHBIMK) 3a00JIeBa-
HUSIMU, TIPUBOISIIMMHU K COKPAIIEHUIO TTPOAOKUTEIb-
HOCTH XXW3HU W MHBAJIMIHOCTH rpaxkaaH (manee Dene-
PaJIbHBIM PETUCTP YrPOXKAIOIIMX XKU3HU 3a00JieBaHUIA),
U €T0 PeTMOHAIBHOTO CETMEHTA.

DenepanbHBIl PETUCTP YTPOXKAIOMIMX KU3HU 3a00-
JIEBaHWI TIPENCTaBIIsIeT Co0oil  (emepanbHylo MHDOp-
MalOHHYIO CUCTEMY, BKIIIOYAIOIIYI0 pPErMOHAJIbHEIC
cerMeHThl. BHeceHUe CBeIeHMiI O TalUeHTaX B Pervo-
HaJbHBIN cerMeHT DeepaIbHOrO pervcTpa yrposkarommx
JKU3HU 3a00JIeBAaHUI B KaXKIOM PETHMOHE OCYIIECTBIISIET
YIOJTHOMOYEHHBI OpraHaMM WCIIOJTHUTEIBHON BJIacTH
cyobekta Poccuiickoit ®Denmepatiiyd.  YIOJTHOMOYEHHBIIM
OopraH MCMOJHUTENIbHON BiIacTM cyObekTa Poccuiickoii
Denepatiii — MUHKUCTEPCTBO 3IPAaBOOXPAHEHUS perMoHa
i JlenaptaMeHT 3ApaBoOXpaHeHUST peTMOHA UMEET IMPaBo
BECTH PETHCTP CaMOCTOSITEJTbHO WM TepeaaTh MpaBo BHE-
CEHUS CBEICHMIA TIOABEAOMCTBEHHOM OpraHU3aLvHy.

DenepadbHBIN PETUCTDP YTPOXKAIOIINX XKU3HU 3a00J1e-
BaHWIi CO3MIaH C LIeIbI0 00eCIIeYeHUs MallMeHTOB JIeKap-
CTBEHHBIMU TIperapaTaMyd M CIeHUaTU3MPOBAaHHBIMU

HAO

HAO pedpunumtom C1-UIHI

HAO | Tina o0yCcnoBAEH CHUXEHUEM
KOJIN4eCTBa 1 GYHKLMOHAbHOM
akTnBHocTu C1-UHI B nna3me (85%
Bcex cnyyaeB HAO)

HAO Il Tuna o6ycnoBneH CHUXEHMEM
dYHKUMOHanbHoM aktueHocTn C1-UHI
COXpaHsieTcs B npeaenax HopMbl v
noBbilweH (15% Bcex cnyvyaeB HAO)

Puc. 1. Knaccudukamus HacieactseHnoro anruooreka (HAQO).

Fig. 1. Classification of Hereditary Angioedema.

HAO 6e3 pedpuupytom C1-UIHI

HAO c myTtauuen B reHe Xll dakrtopa
cBépTbiBaHMS kposu (HAO-FXII)

HAO c myTauuer B reHe
nnasdmmHoreHa (HAO-PLG)

HAO c myTaumen B reHe
aHrnonoatuHa | (HAO-ANGPTI)

HAO ¢ myTauuen B reHe
knHuHoreHa | (HAO-KNGI)

HAO c myTaumen B reHe muodepsmHa
(HAO-MYOF)

HAQ c Hen3BeCTHOWN MyTaumen
(UNK-HAO)
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npoaykTamMu JiedeoHoro mnutaHust [11]. OGecneuyeHue
MallMeHTOB, BKIIOYeHHbIX B DenepaibHbIil pPETUCTp
YIPOXKAIOIINUX XU3HU 3a00eBaHuil (B TOM uyuciie 00Jb-
HBIX HACJIEICTBEHHBIM aHTMOOTEKOM), OCYILIECTBIISETCS
3a CUET CPEICTB PETMOHAJBHOTO OIOIKETa U OTHOCUTCS
K TIOJIHOMOYMSIM OpPTaHOB TOCYJIapCTBEHHON BIIACTU
cyobekToB Poccuiickoit Denepaiinm.

Hecmotpst Ha TO 4YTO ISt TIEpeUHSI YTPOKAIOLINMX
KU3HU W XPOHUYECKUX TPOTPECCUPYIOIINX PEIKHMX
(opdaHHbIX) 3a00J€BaHUI, TPUBOMSIIMX K COKpalle-
HUIO TIPOIOJIKUTEIBHOCTA KU3HU WM WHBAJIUIHOCTU
rpaXkIaH, CO3MaH PETUCTP, KOTOPBI BeIeTCS BCEMU
cyobektamu  Poccuiickoit  @emepaunu  (perioHasb-
HbI CerMeHT), a MHMOpMaLUs O TalMeHTe TepeaaeTcs
B OOIIMIA pEeTUCTP, KOTOPHIA HaXoauTcs B MUHUCTEPCTBE
3npaBooxpaHeHust Poccuiickoit ®enepalin, TOJTHOM
nHOpMALIMK 00 SMUASMHUOJIOTMUA M PaclpoCTpaHEH-
HOCTU HO30JIOTHH, BXomsmux B MenepalbHbI perucTp
YIpOXKAIOMINX XW3HU 3a00JIeBaHUM, TOJYYUTh HEBO3-
MoXxHO. Kpome Toro, HeBO3MOXHO M c(hHOPMUPOBATh
MOTPEOHOCTD B JIEKAPCTBEHHOM Teparuu 1 Mpyu HeO0OXO0-
JIMMOCTH CBOEBPEMEHHO MepepacIipeaessiTh JeKapCTBEH-
Hble TIperapaThl MeXAy pPerMOHaMH, TaK KakK 3aKyIrKa
MTPOMCXOINT 3a CUET CPEACTB PETMOHAIBHBIX OIOIKETOB.

B 2020 . MunucrtepctBoM 3apaBooxpaHeHuss Poc-
cuiickoit Penepaun ObIIM OTOOPEHBI KIMHUYECKUE
PEKOMEHIALIMKU 110 JICYCHUIO HACJeJICTBEHHOTO aHTHO-
oreka [1]. OcHoBHas 3agavya Tepanuyd — YJydlleHUe
KavyecTBa XXM3HU MAallMEHTOB M CHIKEHUE YacTOThI TIPU-
CTyIoB. B Tepanuu HacaeICTBEHHOTO aHTOOTeKa MOXKHO
BBIJIEJIUTh TPU OCHOBHBIX HarpaBieHus (tadu. 1) [1]:

1. KynmupoBaHue OCTPBIX TTPUCTYIIOB

2. KpaTkocpouHasi podIakKTUKa Tepel MeIULINH -
CKUMM MaHUTYJISALUSAMM (Harmpumep, HGudporacTpomayo-
JIEHOCKOTIHUEI WJIM 9KCTpaKIIUeii 3yoa).

3. loarocpouHas IpodriIakTUKa IIPU TSKEJIOM Tede-
HUUW WIM YacCTBIX MPUCTYIax 3abojieBaHus (Ipouiak-
THUKa PELIMIUBOB).

CTOUT OTMETUTh BaXKHOCTH MATOT€HETUYECKOM Tepa-
MUY ¥ CBOEBPEMEHHOTO BOCITOJIHEHUS Te(PUIINTA aKTUB-

B NMOMOLLIb TPAKTUYECKOMY BPAYY

Hoctu nHruouropa Cl-acrepasnl. [Ipenmapar Marnourtop
Cl-3cTepa3bl 4ejioBeKa MOXKHO MCITOJIb30BaTh BO BCEX
TpeX HampaBJICHUSIX Teparuv 1 0OCOOEHHO B cilydyae HeoO-
XOIMMOCTH CHM3WUTb YacTOTy W WHTEHCHUBHOCTb aTak
y MalMeHTOB ¢ JaHHbIM 3a0ojieBaHreM. OCHOBHasI 3a1a4ya
JIOJITOCPOYHOI TPO(MUIAKTUKNA — YMEHBIIIEHUE YaCTOThI
M MHTEHCUBHOCTU aTaK HAacCJIeACTBEHHOIO aHTMOoOTeKa
W MUHUMU3ALUS BIUSHUS OOJE3HU Ha IMOBCEIHEBHYIO
aKTUBHOCTh TanueHTa. Cpeld peKOMEHIOBAHHBIX CXEM
IIJIS1 AOJITOCPOYHOM MPOMUIAKTUKYA BBIACISIIOT Ha3Have-
Hue uHruoutopa Cl-acrepasbl ueiaoseka B 1o3e 500—3000
ME y B3pocnbix u 20 ME/Kr 2 pa3a B Hezeso y eTei.

OkazaHue TIOJHOLGHHON MEIUIIMHCKONH ITOMOIIN
OOJIbHBIM CBSI3aHO C MHOTOYMCIIEHHBIMU TPYIHOCTSIMU,
K KOTOPBIM MOHO OTHECTH HEIOCTAaTOYHYIO OCBEIOMJICH-
HOCTb 0 3a00JIeBaHUU CIIELIMAIMCTOB; HAJIMYME UCKITIOUM-
TEJIbHO Pa3HOOOPA3HbBIX KIIMHUYECKUX MTPOSIBJICHUI, B TOM
YHCJIE OCTPBIX YTPOXKAIOIIMX XXU3HU COCTOSIHUI; BO3MOX-
HOCTb J1e010Ta 3a00JIeBaHUSI TTPAKTUUECKH B JIIOOOM BO3pa-
cTe, CIOXHOCTU B IMAaTHOCTHKE; CIeLMMUUHBIN apceHa
JIEKapCTBEHHBIX TperapaToB; 3HaUUTebHOe (PMHAHCOBOE
Opemsi; counanbHble pakTopsl U T.A. C y4eToM Tepeumc-
JICHHOTO BaXKHEWIIIMM COCTABJISIIOIIMM B CUCTEME OKasa-
HUM MEIULIMHCKON TTOMOIIY OOJBHBIM HACIEACTBEHHBIM
aHTHOOTEKOM TIPEACTABIISICTCS MaplIpyTU3alusl Talu-
enra. Ilpu stom B DenepanbHoM 3akoHe «O6 OCHOBax
oxpaHbl 310poBbs rpaxkaaH Poccuiickoit Denepanyn»
MOHSITHE MapIIPyTU3aLIMs TTallMeHTa oTCyTCTBYeT. Mcxoms
U3 JEHCTBYIOIIE HOPMAaTHMBHO-TIPABOBOW 0a3bl Mapii-
pyTu3alusl TaluMeHTa — 93TO TepeMelleHue IMalueHTa
MO TEPPUTOPUU CYObEKTa MEXIy MEIUIIMHCKUMU Opra-
HU3ALMIMU, B TOM YUCJIE€ C MCIOJIb30BAHUEM CIIy>KObI
CKOpOM MEIWIWHCKOW TOMOIIM, C LEJbI0 ITOTYYEHWUS
KayeCcTBeHHOM, 3(pdeKTBHOI, 0e30ITaCHOI 1 JOCTYITHOM
MEIUILIMHCKOMN TTIOMOIIIN.

Kaxnapiit cyonekr Poccuiickoit Denepauum ymos-
HOMOYEeH (00s513aH) OpraHU30BaTh OKa3aHWE HaCEJEeHUIO
cyObeKTa MEepPBUYHON MEIMKO-CAaHUTAPHOW TTOMOIIIH,
CNeUMaIM3BUPOBAHHOM, B TOM YMCJE BBICOKOTEXHOJIO-
TMYHOM, MEAULIMHCKON TTOMOILM, CKOPOM, B TOM YHUCIE

Tabauya 1. PapMakoTepanus HACJIeICTBEHHOT0 AHTHOOTEKA Y JeTeii H B3pocbix [1]
Table 1. Children’s and adult’s pharmacotherapy of hereditary angioedema [1]

Hanpasnienne .
P IIpenapatbl /151 B3pOCJbIX IIpenaparsl 114 AeTeit
Tepanuu
KyIpoBarme HMkatnbanT. WMkaTtubanT (y nereit crapiie 2 JieT).
oryer1I<0[1)3 HWuruourtop Cl-acTepassl ueaoBeKa Wuruourtop Cl-actepassl yeaoBeka (y IeTeit crapiie 2 JeT).
BEKe3aMOPOXKEHHas T1a3M BEXK€3aMOPOXKEHHas TJ1a3m
CBexe3aMOpOXKeHHa azma CBeke3aMOpOXKEeHHa: azma
HMuruoutop Cl-acTepassl ueaoBeka "
P cp Muru6utop Cl-3cTepasbl ueaoBeka (y neteit crapiie 2 JeT).
KparkocpouHast (y B3pOCJIBIX U A€TeH cTapiie 2 JieT). e s
npoduIakTuKa aHa30171. )
po A Jlana3zou (ToJbKo B oTcyTcTBHE nHTHOUTOpa Cl-3cTepasbl)
CBexe3aMOopOoXKeHHas Ia3ma
aHa307; "
A > Muruourtop Cl-acTepasbl yenoBeka (y AeTeit crapiie 2 JieT);
TpaHEeKCcaMOBast KMCJIOTA.
HonrocpouHast e TpaHEeKCcaMOoBasi KHCJIOTa.
npodurakTuka p pel, JlaHa30.1 (TOJBKO ACTSIM, TOCTUTIIMM V CTaaIuM IMOJOBOTO

JIMHBCTPEHO).
HMuruourtop Cl-actepasbl yeaoBeka

co3peBaHus 1o TaHHepy)
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CKOpOIi CTeMaTu3upOBaHHOM, MEIUIIMHCKON MOMOIIN
Y TAJJIMaTUBHON MEIVIMHCKONW TTOMOIIM B MEIULIMH-
CKHX OPTaHU3aLMSIX, TTOIBEIOMCTBEHHBIX UCTIOJTHUTEb-
HBIM OpraHaMm TroCyIapCTBeHHOI BiacTu cyobekra [12].
CrenoBartebHO, 11T (POPMHMPOBAHUST MapIIpyTa Iaiu-
€HTa C HaCJIEeACTBEHHBIM aHTMOOTEKOM HEOOXOIUMO
BBIOpaTh B CyObeKTEe MEIUIIMHCKHAE OpraHu3aiuu
WM OIHY MEIWILIMHCKYI0 OpraHM3alliio, B KOTOPOW
BO3MOXHO OKa3aThb Pa3HbIi KOMILIEKC MEIUIIMHCKUX
BMeIaTeIbCTB (MPOGUIAKTUKY, TUATHOCTHUKY, JIeUYeHUE
1 MEIUITMHCKYIO PeaOUIUTAILIAIO) B PA3IMYHBIX YCIOBUSIX
(BHE MEIMIIMHCKOM OpraHU3aluu — 1o CKOPOi TTOMOIIH;
B aMOYJIATOPHBIX U CTAIIMOHAPHBIX YCIOBUSIX).

IMpn co3maHuM MapuipyTa MalueHTOB HEOOXOIMMO
IMMOMHUTb O TMPUHLUNAX MOICPHU3AIUN TePBUUYHOTO
3BEHA 3/IpaBOOXPAHEHUs, IO KOTOPBIM OCYILECTBIISIETCS
MOHMTOPUHT M KOHTPOJb 3a peaju3alueil pernoHaIb-
HBIX MIPOTpaMM MOIEPHM3aLMU 3apaBooxpaHeHus [13].
K TtakuMm nmpuHUIMAIIAM OTHOCSTCSI MPUOIMKEHNE K MECTY
KUTEIbCTBA,  TNMPUOIMKEHUE K  MeCcTy  OOy4YeHUs
wim paboThel. [IpyMHIUIIBEI HOKHBI OBITH COOJIIONEHBI
HCXOAS U3 MOTPEOHOCTE BCeX TPYIIT HACEJCHUS C yde-
TOM TPEXypOBHEBOM CHCTeMbl OKa3aHUST MEIULIMHCKOMN
oMoy, TpexypoBHeBasi cUCTeMa — 3TO UepapxuuecKast
CHCTEeMa OKa3aHUs MEIUIIMHCKOM MOMOIIHU, TT0 KOTOPOUA
MEIULIMHCKUE OpTraHu3aluyd WM WX TOIpasae/eHUs
B 3aBUCHMOCTH OT OCHOBHOW WJIM TIPEMMYIIECTBEHHOM
NEeATeIbHOCTU W HaJeJeHHBIX (PYHKUMI pacrpeaesieHbl
10 TPEM YPOBHSIM.

IMepen ¢dopmupoBaHueM MaplIpyTa TalHdeHTa
C HACJIeJICTBEHHBIM aHTMOOTEKOM B  KOHKPETHOM
perMoHe HeOOXOAMMO TIPOBECTM CUCTEMHBIN aHaIu3,
Kacawumicss aeMorpauyeckoro coctaBa M KIMHU-
Yyeckoro Tmpoduisi TalMeHTOB, OCOOEHHOCTEel (yHK-
LIMOHUPOBAHUS CHUCTEMbI 3IpPaBOOXpPAaHEHUSI PETUOHA,
TPAHCIIOPTHOM AOCTYITHOCTH U T.J1. KomndaecTBO 60IbHBIX

B pErMoHe, WX ITOJIOBO3PACTHOI COCTaB, OCOOCHHOCTH
TeYeHHUsI 3a00JieBaHUSI Y KOHKPETHBIX OOJIBHBIX SIBJISI-
JOTCST OTIPENEIISIIOIINMU TSI TIOHUMAaHUS 00IIero oobeMa
TpedyeMoil MeaULIMHCKON oMoy (Tabsa. 2). Hanuuue
JTAHHOM MH(MOPMaLK U ee aHAJIN3 — KOMIICTeHIIMS TJ1aB-
HOTO BHEIITATHOTO CIIEIIMAIINCTA AJIJIeProJIoTa-NMMYHO-
Jlora pernoHa. PermoHanabHble BO3MOXHOCTHU CHCTEMBI
3MPaBOOXPAHEHUS] WMEIOT MHOXKECTBO OCOOEHHOCTEH
W JOJDKHBI OBITh PACCMOTPEHBI C TOYKM 3PEHMSI MX
a3 dexTHBHOTO TTOTeHIIMAJA B TIJIaHe OKa3aHWS ITOMOIIN
GOJILHBIM C HACJIeICTBEHHBIM aHTHOOTEKOM.

BaxkHbIM  cocTaBisIIOIIMM ~ TIpU  (hOPMUPOBAHUU
MapIipyTa TMalieHTa C HaCJIeNCTBCHHBIM aHTHOOTEKOM
WIM ¢ JIIOOBIM APYrUM peakuM (opdaHHbIM) 3aboJieBa-
HUEM SIBJISIETCST 00ECIIEYeHHOCTD JIEKAPCTBEHHBIMU TIpe-
rmapatamMu, 4To MoJIpa3yMeBaeT JOCTYITHOCTh UX UCIIOJIb-
30BaHMS COOTBETCTBEHHO YTBEPXKICHHBIM KIMHUYCCKUM
pexoMeHpauusaM. [Topsaok Ha3HaYeHMS JIEKAPCTBEHHBIX
MPpeTapaToB pPerjaMeHTUPOBAH JCUCTBYIONIMM 3aKOHO-
nareiabcTBOM [14]. Crioco® BBemeHus, CIocod OTmy-
CKa, BO3pacTHbIE OTrpPaHUYEHMS, YCIOBUSI XpaHEHUS
JIEKapCTBEHHBIX TIPerapaToB TMOAPOOHO OIMCHIBAIOTCS
B MHCTPYKIIUSX TTO UX MEAULIMHCKOMY TIpUMeHeHuto [15].
JlaHHBIE TMapaMeTpbl 3HAYUTENIBHO BIUSIOT Ha TIpel-
JlaraeMylo MapuipyTuzanuio mamnueHTa. CylecTByro-
1Me TpaBuiia ONPEACTIOT Ha3HAYCHUE JIeKapCTBEHHBIX
MperapaToB B CTALIMOHAPHBIX W aMOYJaTOPHBIX YCIIO-
BUSIX, a TAKXKE Ha3HaueHME JIeKapCTBEHHBIX MperapaToB
JUTS TIALIMEHTOB, B TOM YMCJIe C HACIEICTBEHHBIM aHTHO-
OTEKOM JIJIST UCITOJTb30BAaHUS B TOMAITHUX YCIIOBHUSIX.

Tlocne npoBeneHust aHaIM3a HEOOXOIUMO COCTaBUTD
AMUACMHUOJIOTMUECKYI0O KapTy paccelicHUs TMaIleHTOB
B PErMoOHe; KapTy TEPPUTOPUU ¢ MEIUIIMHCKUMU Opra-
HU3alUIMU aMOyJTaTOPHOTO W CTAallMOHAPHOTO BHIA
(TpoduIb aNIeproiorTusl U UMMYHOJIOTHSI, TIeAnaTpus,
tepanus). KitoueBoe 3BeHO B (hOpMUpPOBAaHUM Mapli-

Tab6auya 2. OcHoBHBIE (hAKTOPbI, BJIMSIONIME HA MAPIIPYTH3ANKIO 00JIbHBIX C HACJIEACTBEHHBIM AHTHOOTEKOM
Table 2. Main factors influencing patient’s pathway with hereditary angioedema

®dakrop

OCc00eHHOCTH BJIHSTHUS

Yuciio nayueHToB
B pETMOHE U UX
TI0JIOBO3PACTHOM COCTaB

Teuenue 3aboeBaHMs

COL[I/IEU'ILHLIC ACIICKThbI

Mecto xurtenbcTBa
IIalfM€HTOB

Bosblioe ynciio maiyMeHToB — LieHTpaan3alys MoMolu. Beiaenenue neteit ¢ 0COOEHHOCTIMM
TEYCHHUS U JecO0TOM 3a00JIeBaHMsI, BO3PACTHBIMU OTPAaHUYCHUSIMA (papMaKOTeparvu U T.10.
IIpeobnaganue cpeny 0OIbHBIX KEHIIMH, YTO MOXKET OTpaxKaThes B (hapMaKoTepanuu

TskecThb (YrpoXKaloIye KM3HM) W 4acTOTa MPUCTYIOB, AMHAMUKA Pa3BUTHUSI 3a00JICBAHMS,
HaJIM4Ke IPYrux 3a00I€eBaHUI, OTBET Ha TEPAITIIO

Hanmune B ceMbe HECKOJIBKUX OOJbHBIX C HACIEACTBEHHBIM aHTHOOTEKOM, TOTOBHOCTh PO/ -
TeJiel U MallMeHTOB BBOAUTH Mpernapar napeHTepaaibHO, KOMIUIAeHTHOCTh

TpaHCIOPTHASI TOCTYITHOCTh MEIUIIMHCKUX YUPEXKACHUNA PA3TMIHOTO YPOBHSI

OnTtumanbHOE JICKApCTBCHHOC obecrieueHue (HOpﬂI[OK HaSHA4YCHMA MPEIriapaTtoB U MEXaHU3M

JlexapcTBeHHOE
obecrieueHue
JIETAJILHOTO MCXO0Ia

PeruonanbHbie

MX MPEeA0CTaBACHMS MALMEeHTY, CITOCO0 OTIyCKa, BBEAEHMS ITpernapara, Crocod XxpaHeHUs)
TSI TIOBBIIIEHUS KaUeCTBA JKU3HU MALIMEHTOB ¥ CHIDKEHUS MOTEHIIMATbHOM BOBMOXKHOCTH

MenuiHcKe OpraHu3alny ¢ pacipeeeHUeM 110 YPOBHSIM, U TPOMUISIM OKa3aHUs MEIN-

LIMHCKOM MOMOILM; HAUITMYUE KOMIIETEHTHOTO MEIUIIMHCKOTO MepCOHasa; B3aUMOIECUCTBUE

BO3MOKHOCTU CUCTEMBI
30paBOOXPAaHCHUA

B3POCJIbIX U JETCKUX CIELIUAINCTOB, TIOJTHOLIEHHOE JIEKAPCTBEHHOE 00eCieYeHNe, HaIn4ne
TPOTIMCAHHBIX AITOPUTMOB B cucteMe CKOpoil 1 HEOTIOXKHOM MOMOIIN

POCCUVICKWIA BECTHUK NMEPUHATOJIONMW U MNEANATPUM, 2021; 66:(3)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2021; 66:(3)

97




pyTa KOHKPETHOTO TalMeHTa — IJIaBHbII BHEIITATHBIN
CIELMAINCT PErMoHa, 3HaloLMil ocobeHHOCTU 3abosie-
BaHUS M COCTOSIHUS TIallMEHTOB, MaTepUaibHO-TEXHUYE-
CKME BO3MOXHOCTH YUPEXKIECHUI B pETMOHE U OCHOBHBIEC
MPUHLUIIBI JIEKAPCTBEHHOTO OOECeYeHUsl MallMEHTOB.
PazpaboTka onTuManibHON MaplIpyTU3allUu, PEJeBaHT-
HOI XapaKTepuCTUKaM OOJIbHBIX M PErMOHAJIbHBIM OCO-
OEHHOCTSIM CUCTEMbI 31PaBOOXPAHEHUST MIPEACTABISIETCS
HUCKTIOUYUTETBHO BaXKHOU 3a1adeit.

B Hacrosiiiee BpeMsi MOXHO TMPENJIOXUTb 3 MOIETU
MapuipyToB MalMEHTOB C HACJIEJACTBEHHbIM aHTUOOTE-
koM. PaccmoTpum cylliecTBytolMe MapiipyThl MalydeH-
TOB B Pa3/JIMYHBIX pErMOHAX.

Mapuupyr 1. [TauueHT mojyyaeT npernapar 1o Jbrore
1 BBOAUT CAMOCTOSITEJIbHO.

Mapiupyr 2. [TauueHT rojyyaeT mpernapar 1o Jbrore
1 BBOJIUT €r0 B MEAUIIMHCKOI OpraHu3aliuu.

Mapupyt 3. [Ipenapat HaxoguTcs B MEIMIIMHCKOM
OpraHu3alMu W BBOAMTCSI TALIMEHTY B MEIULIMHCKON
OpraHu3alui.

Mapuipyt 1. [TauueHT nojyyaer npemnapart 1Mo Jibrote
U BBOIUT CaMOCTOSITeNIbHO. JlaHHBIN MapilpyT UCIOJb-
3yeTcsl JUIsl JIEKApCTBEHHBIX MpernapaToB, B MHCTPYK-
LIUY TI0 MEAUIIMHCKOMY NMPUMEHEHUIO K KOTOPbIM YKa-
3aH croco0 BBeJEHUs MO PeLenTy Bpaya, U MpornucaH
QJITOPUTM  CaMOCTOSITEJIBHOTO BBEIEHUSI Mpernapara.
st nedyeHusi HaACJAENCTBEHHOTO AaHTMOOTEKa Cylle-

[MaBHbI OKPYXXHOM Annepronor-
MMMYHOJIOI HanpaBnigaeT
naumeHTa ¢ nogo3peHnem Ha HAO
13 Kaxaoro okpyra Mocksbl

4
LenaptameHT 3apaBooxpaHeHuns
3aKynaeT NeKkapCTBEHHbIe
npenapaTtsbl LeHTPanmM3oBaHO
pas B rog,
5

MMaBHblE cneumanncTbl
anneprosorn-MMmMyHON0MM
.3 MockBbl OpraHmayoT
M KOHTPONNPYIOT 0ByYeHme
CaMOoCTOSAITENbHOMY BBEAEHUIO

B NMOMOLLIb TPAKTUYECKOMY BPAYY

CTBYIOT JIEKApCTBEHHBIEC IIperaparbl, KOTOpPbIE MOTYT
OBITH MCITOJIb30BAHBI B JIOMAITHEN YCJIOBUSX B clydae
00yuYeHMS TTAllMeHTa WU ero 3aKOHHOTO TTPEICTaBUTEIS.

K dakTopam, 671aronpusiTCTBYIOLIAM OCYIIIECTBIEHUIO
MaplIpyTU3allMi B COOTBETCTBUU C TIpeJlaraeMoil Mojie-
JIBIO, OTHOCSITCST HAJIMUKE B CeMbe OOJTbHBIX HACIeICTBEH-
HBIM aHTMOOTEKOM, BBICOKAsh KOMITJIAeHTHOCTb OOJIBHBIX,
npeobiagaHnue HeTSDKeNIbIX TpucTynoB. Kpome Toro,
HaJIM4yre TPAHCIOPTHBIX CIOXKHOCTEH TpeapacroiaracT
K BbIOOpY 3TOil Momenu. OOydyeHHe CaMOCTOSITEIbHOMY
BBEICHUIO MOXKET ObITh OPTaHM30BAHHO B paMKaX IIKOJIbI
JIIsT GOJIBHBIX C HACIEACTBEHHBIM aHTHOOTeKOM. K Hemo-
cTaTKaM JaHHOTO MapIIpyTa OTHOCSTCS CJIOXKHOCTb KOH-
TPOJIS, CBSI3aHHASI HE C OPraHU3allMOHHBIM ITPOLIECCOM,
a ¢ KOMITJIAeHTHOCTBIO TMallMeHTa, a TaKXKe COLIMabHbIe
npo6sieMbl. Mapuipyt 1 ipumensiercs B Mockse (puc. 2),
Cankr-IlerepOypre, Tomckoit obiactu, CBepmaioBCKOi
obnactu, Pecrryonuke Tatapctan, CTaBpomnoJIbCKOM Kpae.

Mapuipyt 2. [TaiiueHT nosyyaer npenapar rno Jbrore
¥ BBOJIUT B MEIUIIMHCKOM OpraHM3aluu. DTo HauboJjee
YacTO WUCITOJIb3yeMast MOJENb JIJIsT JIEKAPCTBEHHBIX Tpe-
MapaToB, B MHCTPYKUUM MO MEAULMHCKOMY MpUMEHE-
HUIO KOTOPBIX YKa3aH CII0CO0 BBeIEHMST BHYTPUBEHHBII,
a cmoco0 oTiycKa crammoHapHbIid. Ocoboe ycioBue,
KOTOPOE TOJDKHO OBITh COOJIOACHO B TAaHHOW MOIETN —
HUBEJIMPOBaHNE PHUCKOB IO COOJIIOJCHUIO XOJIOAOBOIM
LIETTM ¥ Ka4eCTBY JIEKAPCTBEHHOTO TIperapara.

2

[NaBHbI BHELWITATHbIN OETCKNUI
cneumanucT annepronor-nMmMyHosor
1 MaBHbIN BHELWUTATHbIN crieuuanncTt
annepronor-nmmyHonor 13 Mocksbl

NnOATBEPXOAIOT ANArHo3

3
3aHeceHne nauyeHTa
B PermoHanbHbIn CErMeHT
denepanbHOro permcTpa
npouncxoant B F'BY3 «Mopososckas
Arke 43M»
6

MaumeHT BBOAMT Npenapar
CaMOCTOSATESIbHO

Puc. 2. MapmipyTusanus aeTeii 1 B3pOCJbIX ¢ HacJencTsenHsiv anrnoorekom (HAO) B Mockse.
Fig. 2. Children’s and adult’s pathway with hereditary angioedema in Moscow region.
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[lamnypa A.H. u coasm. [IpUHIIAITE MAPIIPYTU3AIINK OOMBHBIX C HACTEICTBEHHBIM aHTHOOTEKOM

TepaneBTbl n3 fopoackmnx
nonuknuHuk n LIPB HanpaengioT
Ha KOHCYNbTALLMIO K afifeprosory-
VIMMYHONIOTY

O, )
JenaptameHT

34paBooOxpaHeHns 3akynaeTt
NIeKapCTBEHHbIE Npenaparthbl
3asaBka GOpMUPYETCS MaBHbIM
crneumanucTos, popmmpyeTcs
B BUAE NEPCOHNOULMPOBAHHOM
noTpebHOCTM, OOVH pas3 B rof,

5

MauneHT Nnony4aeTt npenapart
B anteke npwu JIMY.

[maBHbIV cneunannuct
VIMMYHOJIOI NOATBEPXAaeT
OnarHos

—®

3aHeceHue nauneHTa B
PermnoHanbHbIn cermeHT
denepanbHOro perncrtpa
3aHnmaeTcs rnaBHbii
cneunanuct 43

—©

MaumeHT ona KynMpoBaHus
1 NPOMUNAKTUKM OTEKOB NMPUXOANT
B JIMY no mecTy XutenbcTea.

me,

Puc. 3. MapuipyTusauus aeTeil ¥ B3pOCJbIX ¢ HAC/IEACTBEHHbIM anrnooTekom B HoBocuoupcekoii o0aactu.
IIPB — uentpaibHas paiionHas oobHuibl; JIITY — jeyeGHO-NpoduiakTHIECKOE YUpeKIeHHE.
Fig. 3. Children’s and adult’s pathway with hereditary angioedema in Novosibirsk region.

BBeneHue nekapCTBEHHOTO Iperapara MOXET OCy-
LIECTBIJISIThCS KaK B THEBHOM CTallMOHape, TaK U B CTa-
uoHape. Mapuipytr 2 npumensiercsi B Cankr-Ilerep-
oypre, Tomckoit ob6mact, HoBocmOupckoit objactu
(puc. 3). Hanmpumep, B Tomckoii 001aCcTH BO3MOXHO BBE-
JIeHWe Tpernapara B CTallMOHape U B JHEBHOM CTallMO-
Hape, a TakXe B MOJUKIMHUKE, TJ1e HAXOAUTCS KaOUHET
BBEJICHMSI TeHHO-MHXEHEPHBIX TIPernaparTos.

AJNropuT™M — mociie TIOJy4YeHMs Tperapara Ha pyKu
B JIbFOTHOM anTeKe MaiyeHT MPUXOIUT CO CBOUM IIpe-
rnmapaToMm:

1) B crammoHap IO MECTy XUTEJIbCTBA, TAC €My
opopmisitoT  McTOpUIO  0OOJIE3HM B CTallMOHape
WJIX B JHEBHOM CTallMOHAape W BBOIST Iperapar;

2) B MOJUKIMHUKY B KaOMHET BBEICHUSI TeHHO-UH-
JKEHEPHBIX TTPEIapaToB I10 CIelMaJbHOMY Tapudy.

HuBenupoBaHue puUCKOB IO COOJIOJEHUIO XOJIOI0-
BOI 1IeTIM 1 KaUeCTBY JIEKapCTBEHHOTO MpernapaTa J0CTH -
raeTcsl NMUCbMEHHbBIM 3asiBJICHMEM IIallMeHTa O CaMo-
CTOSITEJIBHOM TIPEIOCTaBICHUM TIperapara, 1eJIOCTHOCTU
VIIaKOBKH U PEXUME XpaHEHUS.

B HoBocubupckoit obsactu u 1. Cankr-IlerepOypr
COIJIaCHO MpuKazaM 00 aJiropuTMe OKa3zaHUsI MEIUIIMH-
CKOl TIOMOILIM TallMeHTaM ¢ peakuMu (opdaHHBIMU)
3a00JIeBaHUSIMM BC€ TALIMEHTHl C HACJIEeICTBEHHBIM
aHTMOOTEKOM TIPUMKpPEIUIEHbl K CTallMOHapy II0 MECTY
KUTEJIbCTBA. [1py BOBHMKHOBEHUM OTEKa MallMeHT oopa-
1IaeTcsl B CTallMOHAp IO MECTy JXKUTEJIbCTBA C Mpera-

paTtoM, TIOJIyYeHHBIM B JIbTOTHOM amnrteke. K HemocraT-
KaM B JJAHHOM MapIlpyTe OTHOCSATCS HEBO3MOXKHOCTh
KOHTPOJISI COOJTIONEHUST YCIIOBUIM XpaHEeHUsT Tperapara,
a TakKe HACTyIUIGHUE HOPUINYECKOM OTBETCTBEHHO-
CTU MEIWILIMHCKOTO TIepCOHalla B cliydae HeTraTUBHBIX
MOCJIEICTBUI TTOCiIe BBeAeHUs mperapata. st ucrosib-
30BaHUs JTAHHOW MOIENM HEOOXOIMMO Y4YeCTh TpaHC-
MOPTHYIO JOCTYITHOCTh MEAUILIMHCKOTO  YUPEXKIACHUS
IUISI TTALIMEHTOB M HAJIMYME TTOATOTOBJIEHHOTO (0O0y4eH-
HOT0) MEIMIIMHCKOTO TIePCOHAJIA B YUPEKICHUU.

Mapmpyt 3. IIpenapat HaxomgUTCsS B METULIMHCKOM
OpraHM3allvy 1 BBOIUTCS B MEIULIMHCKOM OpraHu3aliy.
JlaHHas1 MOJIEJTb CBsI3aHA C MCTOYHHUKOM (hMHAHCHPOBa-
HUSI, 32 CUET KOTOPOTO MPEIOCTaBISIETCS JIEKAPCTBEH-
HBII TIperapaT B pPerMOHE, XOTS OCHOBHBIE KPUTEPUM
CO3MaHMSI MapIipyTa COOTBETCTBYIOT MapIIpyTHU3alUK
2 — MapupyT MOIXOAMT JUISl JIEKAPCTBEHHBIX Tperapa-
TOB, B MHCTPYKIUU IO MEIUIMHCKOMY NPUMEHEHUIO
K KOTOPBIM YyKa3aH CITOCOO BBeJECHUs BHYTPHUBEHHBIN,
a croco0 OTITyCKa — CTallMOHAPHBIA.

TpeTuit TATT MapIIpyTU3aluy pa3paboTaH T Malu-
€HTOB JIETCKOTO BO3pacTa IpU HEBO3MOXXHOCTU TPOBEJIEe-
HMSI Tepanvy B JOMAIIHUX YCJIOBUSIX WM B OTCYTCTBHE
addekTa ot rpoBoauMoil Tepanuu. Kpome toro, naHHast
MOJIENIb MCITOIb3YeTCs U BeeX OONMbHBIX B XaHThI-MaH-
CHUIICKOM aBTOHOMHOI1 okpyre (puc. 4). JlenmaprameHT 31pa-
BOoOXpaHeHMsI XaHTbI-MaHCHIICKOTO aBTOHOMHOTO OKpyTa
COBMECTHO C TJIABHBIM BHEIITATHBIM CIIEIIUATUCTOM OITpe-

POCCUVICKWIA BECTHUK NMEPUHATOJIONMW U MNEANATPUM, 2021; 66:(3)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2021; 66:(3)




Y4yacTKkOBbI TEPANeBT
HanpaenseT nauneHTa
¢ nogo3peHnem Ha HAO
K anneprosnory-mmMMyHonory

O, )
JenapTaMeHT rocy1apCTBEHHbIX

3aKynaeT N1eKkapCTBEHHbIE
npenaparbl, KOTOPbIE XPaHATCS
B JIMY, 3asaska popmmpyeTca
[Ba pasa B rofg, takxe
MOXeT pOopMUPOBaTbLCS
no Heo6Xxoa4MMOCTH

MauneHT
IIpU YIpOXKaroIIEM XKM3HU OTCKE
rocnuTanuaupyeTcs B Onmxaniini
cTaumoHap No MecTy NPOXMBaHUS,
Bpay BBOOUT Npenapar.

B NMOMOLLIb TPAKTUYECKOMY BPAYY

[naBHbIA cneuyanucT
NnOATBEPXOAET ANArHO3
B .XaHTbl-MaHCcUncK
KY «CnMnaLenTp»

©)

3aHeceHne nauyeHTa
B PervoHasnbHbIli cermeHT
denepanbHOro permcTpa
3aH1MaeTcs y4acTKOBbIN
TepanesT [MaBHbIM BHELUTATHbIN
crneunanunucT anneprosor-
nmmyHonor XMAO-Orpbl

MaymeHT ons npodunakTnkm
OTEKOB NPUXOAUT HA BBEAEHME
B OHEBHOV CTauMoHap.

Puc. 4. MapumipyTu3sanus eteii U B3pOCJIbIX NAIMEHTOB ¢ HacJaencTBeHHbIM aHrHooTekoM (HAQO) B XanTbi- Mancwmii-

CKOM aBTOHOMHOM OKpyre.

Fig. 4. Children’s and adult’s pathway with hereditary angioedema in Khanty-Mansi region.

IV MeAULIMHCKIE OpTaHU3ali, B KOTOPEIe OyayT oOpa-
LIAThCI MALIMEHTHI VT TTPOPUIAKTUKM HACJIEICTBEHHOTO
AHTMOOTEKA U IIPUM BO3HUMKHOBEHUU OTEKOB. 3aTeM ObLI
MPOBEJCH pacyeT HeOOXOAUMbIX JIEKAPCTBEHHbIX IIpernapa-
TOB U BBIIEJIEHO PETMOHAIBHOE (DUHAHCUPOBAHUE B MEIN-
LIMHCKKUE opraHu3aunu. K HemocTaTkaM B JaHHOM Maplil-
PyTe OTHOCSITCSI HEBO3MOXKHOCThH CBOEBPEMEHHO J100PaThCst
JIO MeCTa IOJIyYeHHsI ITOMOILIN; TPUBS3Ka MallMeHTa K KOH-
KPETHOMY YUPEKICHUIO 03 BOBMOXHOCTH MUTPALIMH.
IMoxBoast UTOT, HEOOXOAMMO OTMETUTD, UTO MIPU MEP-
BBIX JIBYX MapIIpyTax HallMEHT MOXKET MOJIyYUTh SKCTPEH -
HYIO MEIULIMHCKYIO TTOMOIIb BHE MEIUIIMHCKOM OpraHu-
3aUMM U 0e3 MpUBJICYEHUST MEIUIMHCKOIO IepcoHaa,
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