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Hacaeacrsenusnit aurnoorek (HAO) c pepuipnrom Cl-uarnburopa (C1-MHTI) ipeacrasasier cob6ovi pearoe 3a60-
A€BaHNE, KOTOPOE OKA3bIBACT CUABHOE BO3ACVICTBHE HA SKM3HB IALIMEHTOB KaK GU3UIECKH, TAK M SIMOLIMOHAABHO.
Henpeacka3yemMocTs aTak BAMSICT Ha IIOBCEAHEBHY IO SKM3Hb, BBIOOP ITpodecciu, COLIMarbHYI0 aKTUBHOCTE. Kpome
TOTO, CTPax IePeA Pa3BUTHEM OTEKa, 4 TAKSKE CBI3AHHBIMM C HUM OOABIO M PMCKOM CMEPTY IIPUBOAUT K ACIIpec-
CMBHBIM PACCTPOVICTBAM, XAPAKTEPHBIM AAS XPOHUUIECKMUX, B OCOOEHHOCTH SKU3HEYTPOIKAIOLINUX 3A00ACBAHNUIL.
INosiBA€HME COBPEMEHHBIX IIATOIEHETUYECKHUX ITPEIIapaTOB CIIOCOOHO MUHUMMU3MUPOBaTh BAMsTHMEe HAO 1 yAyd-
LIUTH KAYE€CTBO SKM3HNU 60ABHBIX. B ocHoBe Teparmn HAO Aeskat AoArocpodHas mpopuAAKTHKA, KPATKOCPOUHAS
npodpmAaKTHKA M KYIIMPOBAHWUE OCTPBIX aTaK. B AAHHOWM cTaThbe pedb IIOMAET O AOATOCPOYHOM ITPOPHUAAKTHUKE.

HaCIICZ[CTBeHHHﬁ anruootek (HAO) — penkoe 3a060-
JeBaHue (opdaHHOE), 111 KOTOPOTO XapaKTepHO
pa3BUTHE PELIMAMBUPYIOLINX aHTMOOTEeKOB (AQ) ciu-
3UCTHIX 000J10UEK U ITyOOKHUX CJIOEB AEPMbI pa3TUYHOMN
JIoKajau3alluy, B TOM Yucie XXu3Heyrpoxatoiieit [ 1, 2].
KiroueByio poap B pazputuu AO nipu HAO wurpaer
OpanuKMHUH. bpanuKuHUH, CBSI3bIBAsICh ¢ OpaIuKU-
HUHOBBIMU pelienTopaMu (0oJiblee KIMHUYECKOE
3HaAYeHUE MMeeT B3auMOoJelicTBUe OpaJuKUHUHA C
B2-peuenTopamu, Tak Kak Bl cuHTe3MpyIOTCS TOJIBKO
B MOBPEXIEHHBIX TKaHSIX), OKa3blBaeT BIAMSIHUE Ha
TOHYC COCYIOB, COCTOSIHUE 3HIOTEIUS, TMPEIMSTCTBY-
eT (popMUpoOBaHUIO TUNEPTPOGUU CTEHOK COCYAOB U
MUoOKapjaa. bpalukKuHUH OKa3bIiBae€T BbIPaKeHHBIN
Ba30AMIATUPYIOLIUI U KApAUOTPOTEKTUBHBIN 3 (heKT
3a cUeT BbICBOOOXIEeHUsI okcuaa azoTa I, sHgoTe-
JIMii-penakcupywoliero ¢pakrtopa, MpocTallMKJINHA.
DTU CBOICTBA aKTUBHO UCHOJIB3YIOTCS B TepareBTH-
YeCcKOoW KapAUOJOTUY MPU MPUMEHEHU UHTUOUTOPOB
aHTHMOTeH3WHIIpeBpalatomero gepmenta (MAID),
3aMeISIOIINX pa3pylieHne OpagukuHanHa. OgHaKo
MMEHHO 3TU CBOMCTBa OpagMKMHMHA Yy TALIMEHTOB C
HAO u npuBOAsIT K pa3BUTUIO CUMIITOMOB 3a00JieBa-
Husl, KpoMe Toro, pazButue AO sIBIsSeTCS] TOOOUYHBIM
(B psiie ciaydyaeB — XXU3HEYrpoxaroium) 3¢hheKTom
y MalMeHTOB, mojyJdalolux tepanuio HAIID. Ipu
HaKOIUJICHUU OpaAMKWHWHA BO3HUKAET JIOKAJIbHOE
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paciiMpeHue cCocyaoB, 3KCTpaBa3alus XUIKOCTU U3
KPOBEHOCHOTO pycia, MPUBOISIIME K Pa3BUTUIO OTe-
Ka, CIIoOCOOHOCTh OpaAMKMHUHA pa3ipaxkaTb HEPBHbIC
OKOHYaHMs BBI3LIBAET 00Jb [3, 4].

VY maunenron ¢ HAO ¢ nepunimrom C1-uHrn6uUTOpa
(C1-UHT) HakoruieHUe OpaguKMHUHA TTPOUCXOIUT
BCJIEACTBUE AeULIMTA KOJUUecTBa /Ui (PyHKIIMO-
HaJIbHOM aKTMBHOCTHU AaHHOTO (hepMeHTa. M3HavanbHO
CI-WHT 6b11 OTKPHIT TIPU UCCIEI0BAHUU CUCTEMBbI
KOMILIEMEHTa, OJIHAKO IMO03Xe CTal0 OYEeBUIHO: OH
WUTpaeT He MeHbllee 3HaUYeHUe B paboTe KaJlIMKpe-
WH-KUHUHOBOW CUCTEMbI, CUCTEMbI CBEPTHIBAHUS
KPOBU MO BHYTPEHHEMY MyTU U (PUOPUHOIUTUYECKON
cuctemsl (puc. 1, 2) [5]. B orcyrctBue C1-UHI npo-
HUCXOJIUT HEKOHTPOJIMPYEMOe MpeBpallieHue MpeKalIni-
kperHa B KaJmukpeuH (KK). DT1ot addekT yennupaer
aktuusauusi XII pakropa ceeprhiBanust kposu (FXII)
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B pe3yJbTaTe 3amycka CBEpPTbIBAaHUS KPOBU MO BHY-
TpeHHeMy MexaHu3My (Takxke B orcyrcTBue C1-MHT).
bonee Toro, KK u akruBupoBannbiii FXII B3auMHO
WHIYLIUPYIOT APYT Apyra, yMHoxast 3(p¢eKT OT OTCYT-
ctBus C1-WHTI. Ilon neiictBuem obpa3zonasiierocs KK
MPOUCXOJUT paculenIeHue BbICOKOMOJIEKYISIPHOTO
knHuHoreHa (BMK) ¢ ob6pa3oBaHneM OpaaguKuWHUHA.
HecMoTpst Ha akTUBU3aLIMIO TTPOLIECCOB CBEPTHIBAHUS
KpoBH, y nmaieHToB ¢ HAO He 0TMe4eHO MOBBIIIIEHHOM
CKJIOHHOCTHU K TpOoMO00Opa3oBaHMIO Oj1arogapsi TOMYy,
YTO TAaKXKE aKTMBU3MPOBaHa U cucTemMa (puOpuHoOIM3a.
OpHako psa mokasaTeneid padOThl ATUX CUCTEM IIpU
00cIe10BaHUM MOTYT OTJIMYAThCSI OT HOPMaJIbHBIX (Ha-
MpUMep, XapakTepeH MOBbIILIeHHbIU ypoBeHb D-a1mMe-
pa). C1-UHI peryaupyeT paboTy KJ1aCCUYECKOTO IMyTU
aKTUBALIMU CUCTEMbl KOMITJIEMEHTA IyTeM KOHTPOJIS
cnoHTaHHOH ayToakTuBauuu Cl-KoMIIOHEeHTa. XOTSI
U3MEHEeHUEe paboThl CUCTEMbI KOMILIEMEHTa B yCJIO-
BUSIX OTCYTCTBUS/HEIOCTATOUHOM (DYHKIIMOHAIBHOM
aktuBHoctu C1-MTHI He urpaet ponu B hopMupoBaHUN
oreka, C4-KOMITOHEHT KOMILJIEMEHTA, KOTOPBIi 00pa-
3yeTcsl B pe3yJibTaTe aKTUBallMK KJIACCUYECKOTO MYTH,
aBJsieTcs ofHUM 13 Mapkepos HAO [6—8].
[TpuunHamu pa3BuTHs aeULUTa U/UIN CHUKEHUS
¢yukuuoHanbpHolil akTuBHOCTU C1-UHI sBnsiiorcsa
myTtauuu B reHe SERPINGI, kogupyromieM ero CuH-
Te3 U (PyHKIMOHAIbHYIO aKTUBHOCTb. K HacTosiemy
BpeMeHU U3BECTHO Oojiee 450 pa3ImMyHBIX MyTallWid,
CITOCOOHBIX MPUBECTU K Pa3BUTHUIO 3a00jeBaHUS.
HacnenoBaHue 3a60/ieBaHus B OOJBIIMHCTBE CilydyaeB
MPOUCXOIUT MO ayTOCOMHO-TOMUHAHTHOMY TUITY, OJ1-
HaKO OMKMCaHbI EAMHUYHBIE CTyYan ayTOCOMHO-PeELeC-

AHTHOOTEK

cusHoro HacnenoBanuss HAO. Tlpumepno y 20—25%
MMaIIMeHTOB 3a00JIeBaHe 00YCIOBIEHO BHOBb BO3HHUK-
mreit myrauueii B rene SERPING1, To ecTb ceMeiiHbIIM
aHaMHe3 oTcyTcTByer [9, 10].

Ectb u npyrue, eme 6onee penkue popmbr HAO (6e3
nepuunta C1-MHT'), koTopble He CBSI3aHBI C MyTaLIuEil
BreHe SERPINGI [11], B maHHOIi cTaThe OHU HE OyIyT
PacCMOTpPEHHBI.

OCHOBHBIMHU KJIMHUYECKUMHU ITposiBieHusMu HAO
SBJISIIOTCS Tepudepruyeckre oTeku, abaoMuHaIbHbIE
ataku (0OYCJIOBJIEHHbIE OTEKOM CTEHKM KMIIKHW) U
OTEKM BEPXHUX JbIXaTeJbHbIX myTei [12].

IMepudeprueckre oTeku — 3TO HauboJiee YacThbIit
cumnrom HAO. Tlo HammuM gaHHBIM, OT nepudepu-
YecKMX OTeKOB crpanaeT 97% marmeHntoB. Haubomee
yacTasl JJOKaJIu3aluus — OTEKM BEPXHUX U HUXKHUX
KOHeuHocTelt [12].

AO nipu HAO umeror psig ominumii oT 6osiee pac-
rpoctpaHeHHBIX AQ, BEI3BAHHBIX METUATOPAMM TYIHBIX
KJIETOK, OTCYTCTBYIOT KPalTMBHUIIA W KOXHBIN 3YI,
KOXHBIE TTOKPOBBI HaJl OTEKOM He M3MEHEHBI, OTeKH
MellJIeHHEee HapacTaloT U MeJJIeHHee perpecCUupylor.
OTeKkM COMPOBOXKAAIOTCS OLLYLIEHUEM HaIpsxKeH-
HOCTH KOXM, a B 0CO0O0 TSIKEJIbIX ciiydyasX — O0JIbIo
u xckeHueM. B cpennem otek mpu HAO coxpaHsieTcst
0oKoJIo 72 4 1 607ee, B TO BpeMs Kak AO, BbI3BaHHBIE
MeIraTopaMu TYYHbIX KJIETOK, pa3pelaloTcs B Iepuo
OT HECKOJIbKMX 4acoB 110 2 ¢yT. BaxHo# oTIMuuTeb-
HOI YepToil OpaJIMKMHUHOBBIX OTEKOB SIBJISIETCS] TOP-
MUAHOCTb K CUCTEMHBIM INTIOKOKOPTUKOCTEPOUIAUM
(cTKC), agpeHannHy, aHTUTMCTAMUHHBIM Mpernapa-
Tam [13—17].
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AOIoMMHAIBHBIE aTaK1 — BTOPOI O pacIpocTpa-
HeHHOCTH cuMTiToM HAO (85% wWammx malmeHTOB
MEePEeHOCUIN XOTsl Obl OJHY a0IOMUHAJIBHYIO aTaKy).
KnuHuueckast kapTHa MOXKET BapbUPOBaTh OT JIETKOTO
JIUCKOMpOpTa J0 KIMHUKU «OCTPOTOo KMBOTa». Hepeako
abJIOMUHAJIbHBIE aTaK1 COMTPOBOKIAOTCS BEIPA)KEHHOMN
CJ1a0OCTbIO U CHUXKEHUEM apTepualbHOTO JaBJIeHUs B
CBSI3U € OOJBIIMM 00OBEMOM BBINIOTA B OPIOIIHYIO MO-
JIOCTh noJ AeiicTBreM OpagukuHuHa. C momoibio Y3U
u KT opraHoB OpIOIIHOI MOJOCTU MOXHO BbISIBUTD
OTEK yJyacTKa KUILIEYHUKA U CBOOOIHYIO XUAKOCTb B
OPIOLIHONM TMOJOCTU WM TOJOCTU Majoro ta3a. Kiu-
HUKa, UMUTUPYIOLIAsl KAPTUHY OCTPOTO KHUBOTA, B CO-
YyeTaHUU C BbISIBJIEHUEM MTPU3HAKOB acliuTa MPUBOINT
K MHOXECTBY JMarHOCTUYECKUX OIIIMOOK, CJIeICTBUEM
KOTOPBIX SIBJISIIOTCSI HEOOOCHOBAHHBIE XUPYPrUUeCKue
BMellaTebcTBa. Kpome Toro, cyliecTBEeHHO 3aTpyii-
HSIIOT IMaTHOCTUKY M30JMPOBaHHbIE a0OMUHAIbHbIE
ataku 0e3 nepudepuyeckux otekos [13, 17—19].

OTeKu BepXHUX JbIXaTeJIbHbIX MyTeil (OTeK ropTaHu,
OTeK sI3bIKa, OTEK CBSI30UHOTIO arrapara U HeOHOi 3aHa-
BECKM) MPEICTaBIISTIOT CO00I HAaMOOJIBIIYIO YTPO3y IS
>K3HM TauveHTa. OTeKy BepXHUX AbIXaTeIbHBIX ITyTel,
TT0 JAaHHBIM aHaMHe3a, BCTpevaroTcst B 56% y HaIlMX Ta-
LIMEeHTOB. KITMHUUeCKU OHU MPOSIBIISTIOTCS] HAPYIIIEHUEM
JIBIXaHUSI U TJIOTAHUSI, OCUTUIOCTBIO rosioca, TIMC(hOHUEH,
CTPaxoM CMepTH, cTpuaopoM. HecMoTpst Ha MesieHHOe
HapacTaHWe OTeKa, BpeMsl OT MOSIBJIEHUsI CUMIITOMOB
HapYILLEHUSsI IbIXaHWsI 10 TTOJTHOM ac(hUKCUM HETTPEeICKasy-
€MO 1 MOKET cocTaBisiTh oT 20 MuH 10 1449 [1, 11, 14, 20].

YuuThiBasi BaXXHYy0 poJib B natoreHese AO npu
HAO cucteMbl CBepThIBAaHUSI KPOBU 10 BHYTPEHHEMY
MeXaHU3MY, BaXKHEHUILIMM MPOBOLIMPYIOIIUM (paKTOpOM
Pa3BUTHUSI aTaKU SIBJISIETCS MEXaHUYECKOE BO3/ICICTBIE.
MexaHuueckasi TpaBMa (1axke camasi He3HauUuTeIbHasl,
HaIMpuMep, JaBJeHUE OT PeMHSI WU 00YBU) MOXKET
MPUBECTH K BO3HMKHOBEHWIO CUMIITOMOB. XUPYpPTH-
YeCcKHMe MaHUITYJISILIMY U MHBAa3MBHBIE BMEIIATEIbCTBA,
B OCOOCHHOCTH Ha BEPXHMX OTIeJaX IbIXaTeJIbHBIX
nyteid u ZKKT, cmocoOHbI cCIpOBOIIMPOBATh Pa3BUTHE
>KU3HEYrpoxkarlmx orekoB. KpoMe Toro, B kauecTBe
TPUTTEPOB MOTYT BBICTYyMNaTh UH(PEKIIMOHHBIE 3a001¢e-
BaHUsI, SMOLIMOHAIbHBIE HATPY3KU (3K3aMEHbI U IPYTHe
CTPECCOBbIC CUTYAllUU, PACTIPOCTPAHEHHbIE B TOBCE/I-
HEBHOM XKM3HU ), MUHUMaJIbHBIE (PU3UYECKIe HAIPY3KH,
YKYChl HACEKOMBIX, DS/l TPOAYKTOB MUTaHUS (OCTpoOE,
MuilleBble J00ABKU, aJIKOTOJIb), TTepeMeHa MOTo/bl,
MeHcTpyauus. TakKe OTeKU MTPOBOLUPYIOTCS IPUEMOM
psiia mpernaparoB (3CTporeHcoaepXKalye mpernaparsl,
uHruoutopsl AII®, 6iokatopsl AT-pelienTopoB).
B nHexkortopbix cinydyasx AO BO3HMKAIOT CIIOHTaHHO, 0e3
yeTKuX Tpurrepos [1, 11, 13, 21].

Taxkoe pazHooOpa3ue MPOBOLMPYIOIINX (DAKTOPOB,
CITOCOOHBIX MPUBECTU K Pa3BUTHUIO aTaKU CpeaHEN
MPOAOJIKUTEBHOCTBIO OT 3 10 5 AHEi, Hapyluatolei
MOBCEIHEBHYIO M COLIMAJIBHYIO aKTUBHOCTh, KATaCTPO-
¢dnyeckn cHIXKaeT KayecTBo kn3HU 00abHBIX HAO.

«30JI0TBIM CTaHAAPTOM» JIUATHOCTUKU SIBJISIETCS
IByKpaTHoe ucciaenoBanue ypoBHsi C1-UHI u ero
(byHKLIMOHATILHOI aKTUBHOCTU C MHTEPBAJIOM HE MEHEe
yeM B 1 Mec (cM. Tabnuiry). [Tpu HAO 1-ro tuna (85%
MalMeHTOB) HU3KUMU SIBJISIIOTCSI KaK KOHILICHTpALIUSI,
Tak U QyHKIMOoHanbHag akTuBHOocTh C1-UHI. Tlpn
HAO 2-ro tuna (15% cinyuyaeB) konueHTparyst C1-MUHI
OoCTaeTcs B Mpelejax HOpMaJIbHbIX 3HAYEHUI, MOXET
OBITh JaxKe TMOBBLILIEHHON, B TO BpeMs KaK (pyHKIMO-
HasbHast akTuBHOCTH C1-MHIT cHukeHa (cM. Tabiniry).
B kauecTBe JOMOTHUTEILHOTO ITOKA3aTelIsl MOXET ObITh
HCIIOJIb30BAHO CHUXeHUE ypOoBHS C4-KOMITIOHEHTa,
JAHHBII TTOKA3aTe/Ib HE UCIOJIb3YETCS B KaUeCTBE OC-
HOBHOTO, TaK KaK MOXET ObITh CHUXKEH IPU MHOTHUX
Ipyrux 3aboneBaHusx [1, 2].

Tabnuna. JIaboparopHas IMarHOCTHKA HACJIEJICTBEHHOTO
AHIHOOTEKA

HAO HAO
I-ro Tuna | 2-ro TMmna
Yposenb Cl-uHruduropa \2 N/t
DyHKIIMOHATTbHAS aKTUBHOCTh !
Cl-uHruburopa
C4 \:

[Tpu neyenun nanmeHtoB ¢ HAO ucnonb3yrorcs
2 OCHOBHBIE CTpPaTerMy: KYIMMPOBaHUE YK€ Pa3BUB-
LIMXCS OTEKOB U MPO(PUIIaKTMKA BOZHUKHOBEHMS aTaK
(monarocpoyHasi U kpatkocpouHasi) [1, 11]. B nanHoi1
cTaThe BHUMaHUe OyeT C(hOKYCMPOBAHO Ha 10JIT0CPOY-
HOI mpouIaKkTUKeE.

OcHoBHas 3ajaya J0JrOCPOUYHON MPOPUIAKTUKHI
HAO — yMmeHbIIIeHre YaCTOThl 1 MHTEHCUBHOCTH aTakK
1 MUHUMU3ALMsS BIUSTHUS 3a00J1eBaHNSI Ha KU3Hb Ta-
nuenTa [1, 11]. I[TonbITKK pa3paboTaTh YeTKUE KJIMHU-
YecKue KpUTepuu, o0ycaaBIMBalolIe HEOOXOTUMOCTh
repeBojia IaleHTa Ha TaHHbIN BU, Teparuu, TIpearnpy-
HUMAaJIMCh B TeUeHME UTMTeJIbHOro BpeMeHu. Hammpumep,
COIVIACHO JaHHBIM KPUTEPUSIM, KaHAWAATAMU 1)1l HaYaia
JIOJITOCPOYHOI MPOPUIAKTUKU SIBISIIUCH MallEHThI
C KaKk MMHUMYM OJIHOM TSIXKEJIOM aTakoi B MeCSL WU
5 IHSIMU MIOTepY pabOTOCIIOCOOHOCTH B Mecsill [22—25].
Ha cerogHsimiHmii ieHb BbII€JICHUE OTIEIbHBIX KPUTEPH -
€B CYMTAETCs HEOIpaBIaHHbBIM, TaK KaK KasKIbIil Maliy-
€HT BOCIIPMHMMAET CBOU CUMITOMBI OYEHb CYyObEeKTHB-
Ho. PemieHure o Havasie 1OJIrocpoyHoi NpouIaKTUKA
MPUHUMAETCSI HA OCHOBAaHUU COBOKYITHOCTH (PaKTOPOB,
BKJIIOYAIOIIMX YaCTOTY U CUJIY CMMITOMOB, CKOPOCTh
pPa3BUTHS OTEKOB, JOCTYITHOCTh 3KCTPEHHOM KBaJIM-
(uLMpOBaHHON MEAULIMHCKON MOMOIIM, KOJUYECTBO
MPOIYIIEHHBIX THEH yuyeObl Win padoThl. BaxkHelnyo
pOJIb B BBIOOpE Tepaluy UTrpaeT BIUSHUE 3a00J1eBaHUs
Ha MOBCETHEBHYIO U COLIMATbHYIO aKTUBHOCTb MAIIMEHTA,
HaJIMY1e COMyTCTBYIOIINX 3a00JI€BaHU 1 COIMYTCTBYIO-
1IeH Tepanuu, HEMaJIOBAXKHOE MECTO OTBOIUTCS MOXKe-
JIaHUSIM caMoro TareHTa [11, 26].
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Pexomenpanum no neuennio HAO mumeroT cepbes-
Hble OTVIMYMS B PYKOBOJCTBAaX pa3HbIX CTpaH B CBSI3U
C pa3NUYHBIMU BO3MOXKHOCTSIMM 3paBOOXpaHEHUS,
JIOCTYMTHOCTHU JIEKapCTBEHHBIX TpenapaToB U ap. Tem
He MeHee CYLIECTBYeT psiji O0IIMX MTPaBUI, CTIOCOOHBIX
MOBBICUTH 3(D(HEKTUBHOCTH Teparuu narueHTos ¢ HAO
[11, 27, 28]:

1. Tepanusi moadoupaeTcss UHAMBUAYAIbLHO B 3aBU-
CUMOCTHM OT OCOOEHHOCTEei TeueHusi 3abojieBaHus,
HaJIM4usl MIPOTUBOTNIOKA3aHUI, HATUUMST TEXHUUECKUX
BO3MOXHOCTEH [UIS MOJYYEHUS TOM WU UHOM Tepa-
MEeBTUYECKOM OIILIUH.

2. OueHka He0OXOAMMOCTH JOJITOCPOUYHOU Mpodu-
JIAKTUKH, ee 3(PHEeKTUBHOCTH, KOPPEKLUS T103bI U UH-
TEepBaJIOB BBEJEHUS JTOKHA MPOBOAUTHCS Ha KaXKIOM
BU3UTE, HEe pexe | pa3a B rof.

3. YcnenrHast nonrocpovHast mpoguaakTuka Tpedyer
BBICOKOI CTEIeHU MPUBEPKEHHOCTHU TepaIuu, TO3TOMY
HEeoOX0aMMO TPUHMUMATh BO BHUMaHUE MPEATOYTeHUS
MmalyeHTa.

4. Bce nauueHThbl, BHE 3aBUCUMOCTH OT BIOpaHHOI
CXeMBbI BeJIeHUsI, TOJKHBI ObITh 00eCIieueHbl Ipernapa-
TaMU TSI KYTIMPOBAHUSI OTEKOB, TaK KaK Ha CETOHSIII -
HUI JIeHb HU OJIMH U3 MpernapaToB sl JOJITOCPOUYHOI
Mpo(UIaKTUKA OTEKOB HE MOXET 00ecreuyuTh abco-
JIIOTHOE OTCYTCTBHE XU3HEYTPOXKAIOIIUX OTEKOB.

5. [Npuem npenapaToB ISl JOJTOCPOUHON Mpodu-
JIAKTUKU He TTpepbIBaeTCsl Ha BpeMsl premMa MpernapaTon
JIJISI KpAaTKOCPOUYHOU MPOMUIAKTUKY U JIJIs1 KYITUpOBa-
HUSI OTEKOB.

6. KpurepreM 3(pHeKTUBHOCTU Teparmuy MOXKET
OBITh TOJBKO CAMOUYBCTBUE TMallMEHTAa, HUKAKUE U3
01MOMapKepOB HE MOTYT OBITh MCIOJIb30BaHbI B KAUECTBE
rokasarejieit KOHTPOJISI.

7. AutuructamuHHble TipernapaThl U1 cI’KC Head-
(beKTHUBHBI U HE MOTYT OBITh UCITOJIb30BaHbI B KAUECTBE
MpernapaToB ISl JOJTOCPOYHOM MPOMUIAKTUKI OTEKOB.

8. HeobxoauM KOHTPOJIb COMYTCTBYIOIIEH MaTo-
JIOTUU.

9. 3amnpelleH IpueM 3CTPOTreHCOoAepKaIIMX ITpeTia-
patoB, MATT®, 6okatopoB AT-pelienTopoB.

[TepBbIMU AJ1s1 OATOCPOUHO# TpoduiaakTuku HAO
B 70-x rogax XX BeKa CTaJIi IPUMEHSIThCS AaTTEHYUPO-
BaHHbBIE aHIPOTeHbl U aHTUDUOPUHOIUTUKU. B 1979 1.
ObLJT pa3paboTaH MepBLIi MpenapaT MaToreHeTUYeCKoi
Tepanuu — KOHUeHTpaT uHruobutopa Cl-acTepassbl
YyeJIoBeKa, MOJYyYSHHBIN U3 KPOBU 3I0POBBIX TOHOPOB.
ITo3zxxe ObLT pazpaboTaH peKOMOMHAHTHBI MTHTUOUTOP
Cl-acrepasnl [29]. HecMoTpst Ha TO 4TO IMOSIBJIEHUE
3TUX MTPETNAPATOB CTAJI0 MPOPHIBOM B (hapMaKoTepanuu
HAO, novick HOBBIX TepaneBTHYECKUX OMLIMEI TPOIOJI-
JKWJICS C aKIIEHTOM Ha CO3[aHUue MpernaparoB ¢ 0osiee
YIOOHBIM MYTEM U PEXMUMOM BBEACHMS: MOJKOXHBIM
U niepopayibHbIM. Kpome Toro, B nocjieaHue roabl Bce
0oJTbllIEE BHUMAaHUE YESIETCS TPOTECTUHAM B KAUeCTBE
MpeTapaToB IS JOATOCpoYHOoii mpodmiakTuku HAO'y
MoutoabIx xkeHuH [30—33]. IIpernapaTsl, peKOMEeHI0-

BaHHBIC K MCMOJIb30BAHMUIO B KAYE€CTBE JOJITOCPOUYHOM
npoduIakKTUKU, MPEACTaBIeHHbBIE HA POCCUMCKOM
PBIHKE, BKJIIOUAIOT B ce0s1 JaHa30J1 (AaTTeHYyHpOBaHHbBIE
aHAPOTEHBI), TPAHEKCAMOCYIO KUCIOTY (UTUOUTOPHI
¢pubpuHonusza) [1] U eIMHCTBEHHbIN MaTOTeHETUYEC-
ckuii ipenapat — KoHueHTpaTt C1-UMHI — Bepunepr.
IMocneanuii U3 nepeyuciaeHHbIX obsagaeT JyYIIUM
npodusiem a3 heKTuBHOCTH/0e30macHoCcT [11].

B xauyecTBe mpemapaTa JOJTOCpPOYHON mpodu-
JIAKTUKH, JOKa3aBIIEro BhICOKYIO 3(P(PEeKTUBHOCTD U
XOPOILLMH ypoBeHb 0e30IacHOCTH y naleHToK ¢ HAO
JIETOPOJHOTO BO3pacTa, MOTYT ObITh MCIOJb30BaHbBI
npenaparThsl nporecTuHoBoro psaa. Ha poccuiickom
PBIHKE MUMEETCS NOBOJbHO IIMPOKUN CIIEKTP MpPO-
F€CTUHOB, pa3jnyalolIMxcsd Mo CBOEW aHTUTOHAI0-
TPOMHON U IMIPOAHAPOreHHOM aKTUBHOCTHU (IME€HOTECT,
JIe30TeCTpel, JIEBOHOPIECTPeE, JMHECTPOJI), TTO3BO-
JISIIOIIMU MHOAMBUAYAIU3UPOBATh MOAXOMA K Tepaluu
HAO [33, 34].

ATTeHyHpOBaHHbIE aHAPOTEHBI IPUMEHSIOTCS B
KayecTBe MpenapaToB [JISI JOJTOCPOYHOI Ipodu-
nmaktuku ¢ 1976 . [25]. HakoruteH 0016110 OIBIT IO
WX IPUMEHEHUIO MO pe3yjbTaTaM KOHTPOJIUPYEMBbIX
Hccaea0BaHul, HaOM0AAaTeAbHBIX UCCIeI0BaHUNA Y
manueHToB ¢ HAO [35, 36]. HecMmoTtps Ha Gosee uem
40-71eTHUIA OMBIT MCII0JIb30BaHUS aTTEHYUPOBAHHBIX
aHJIPOTeHOB, MEXaHU3M UX JEUCTBUS 0 KOHIIA HESICEH.
Ha ocHoBaHMM UMeOIIMXCS JAHHBIX IIPeAoaraeTcs,
YTO 3TU IperiapaThl CIOCOOHBI CTUMYJIMPOBATh CUHTE3
CI1-HUHT B neuenu [22, 23]. B Poccuu goctymeH ToJib-
KO AaHa30J1 B (popMe BbIITycKa B Bue Karcys mo 200 ML
Hdanazon Ha3Ha4yaloT B ctapToBoi mo3e 40—600 mr
B CYTKM 10 IOJHOTO MCYE€3HOBEHUSI CUMITOMOB, a
3aTe€M IIOCTEIIEHHO CHMXAIOT 103y 10 MUHUMAaIbLHOM
HeoO0XOMMMOI I OTCYTCTBUS KJIMHMYECKUX MPO-
SIBJICHUI 3a00JieBaHusl. Bo3aMoxkHa ajibTepHAaTUBHAs
cxeMa: HayaJio Teparivy ¢ HeOOoJIbIoM 103bI Ipernapara
C MOCTEIIeHHBIM yBeaudeHueM [25]. B 1000M cinyyae
HEeO00XOIMMO BBISIBUTb U IPUMEHSITh HAUMEHbIIYIO
3(pPeKTUBHYIO 103y, YTO MO3BOJISIET CHU3UTh PUCK
pa3BUTHUS TOOOUHBIX 3((DEKTOB (MOpaKeHNe TeUYeHHU,
aKHe, cebopes, TMPCYTU3M, BUPWIM3ALIsl, HAapyILIEHUS
JIMITMAHOTO OOMeHa, U30bITOYHASI Macca Tejla U MHOTHE
apyrue) [11]. B HeKOTOpBIX ciydyasixX MUHUMU3ALUS
JI03bl TOCTUTAETCS MCIOJIb30BAaHUEM aTTeHYHMPOBaH-
HBIX aHAPOTE€HOB B MHTCPMUTTUPYIOIIEM PEXUME.
V npyrux maueHTOB, K COXAJIEHUIO, JOCTUYb [IOJHOTO
TepareBTUYecKoro 3 dexkra He Bceraa yaaeTcs aaxe
Ha MaKCUMAaJIbLHOM CYTOYHOM A03€ mperapara.

Ilepen HayamoMm mpuemMa aHAPOTESHOB CJEAYET
OLICHUTh HaJIM4YMe aOCOIIOTHBIX MPOTHUBOIIOKA3aHUIA,
IIPOBECTU KIMHUUYECKOE OOCJIeMOBaHME, a TaKXKe
YTOUHUTH CIIMCOK IIPeIapaToB, MIPUMEHSIEMBbIX Mally-
eHToM [23, 25]. CiaenyeT ¢ OCTOPOKHOCThIO Ha3HAYATh
aTTeHyUPOBAaHHBIE aHAPOTEHBI BMECTE C APYTUMU
mnpemnapatamMu, o0JagaloIIMMU TelaTOTOKCUIHBIMU
CBOMCTBAMHU, B OCOOEHHOCTH cO ctaTuHamMu. Kartero-
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[Ipoguraxruka anrnoorexos y nanuenros ¢ HAO

pUUYECKH 3allpellleHO Ha3HauyeHue aTTeHYHPOBAHHBIX
aHAPOTEHOB BMeCTe ¢ cuMBacTtatuHoM [23]. JlaHazon
croco0eH MOTeHLUMPOBaTh 3(PGEeKT aHTUKOATYJISTH-
TOB, MOBBHIIIATh KOHIIEHTPAIIMIO KapbamasenuHa,
MPUBOJUTH K MHCYJIMHOPE3UCTEHTHOCTH, TEM CaMbIM
noHuxast 3¢pGHEeKTUBHOCTh MPOTUBOANAOETUUECKUX
npenaparos [22, 23], HOBHILIATh YPOBEHb TOKCUYHOCTU
IUTS TIOYEK ITUKITIOCTIOpMHA W TaKPOJIMMYCa, TTOBBITIAS
X YPOBEHbD B IJIa3Me KpoBH [23].

K aGconoTHBIM MPOTUBOIIOKA3aHUSIM K IIPUEMY
aTTeHYMPOBAaHHBIX aHIPOTEHOB OTHOCSITCS: paK MOJIOY-
HBIX XeJie3, He(POTUUEeCKUII CUMHIPOM, BbIpaKeHHasI
MeYyeHouHass HeJOCTaTOYHOCTh, KaplIMOHOMAa Mpo-
cTaThl, TPOMOO3BI, TTopdupus. JaHa301 KaTeropuye-
CKU 3ampeleH U MCITOIb30BaHMUsI Y OepeMEeHHBIX 1
KOPMSIIIMX KEHIIMH Ha BECh Meproa 0epeMEeHHOCTH
1 JJaKTallM1, TaK Kak aHAPOreHbl TPOHUKAIOT U Yepe3
IUIALICHTY, U B IpyAHOE MOJI0KO. K MX MOOOUHBIM 3h-
(hekTaM OTHOCSITCSI MACKYJIMHU3ALIMS TIJI0/1a 5KEHCKOTO
roJia, TalleHTapHasT HeIOCTaTOYHOCTh M 3aJeprkKKa
pocra miona. Ecnu mannentka ¢ HAO, monyyatoiasi B
KauecTBe 0a3MCHOI Tepanuu AaHa30J1, IJIaHUPYeT Oe-
PEMEHHOCTb, HEOOXOIMMO 3apaHee MoA00paTh APYIYIO
CTpaTeruio A10JrocpodHoii mpopuinakruku [11, 23, 37].
[IprMeHeHue aHAPOTeHOB Y IeTell U MOJPOCTKOB TAKXKe
OTpaHMYEHO BBUIY OOJIBIIIOTO KOJTMIECTBA TTOOOUHBIX
a3 dekToB. Y mereit aHAPOreHbI CIIOCOOCTBYIOT MaCKYy-
JIMTHU3AIUK Y Pa3BUTHIO TUTIOTOHAIM3MA Y MAaJTbUMKOB
1 HEepETyJsIpHOMY MEHCTPYaJbHOMY LIMKJTY Y JI€BOYEK.
Bo3MoxHO HeraTuBHOE BJIMsSIHUE Ha IToBeAeHe. MoXeT
OTMeUaThCsl CHUXKEHHME UTOTOBOTO POCTa BCJIEICTBUE
MpeXIeBPEMEHHOTO 3aKPbITUS 3NMUMU3APHBIX 30H
pocta. OmHAKO B HEKOTOPBIX CIyJasix, KOTIa IoIb3a
OT TIpHeMa TIpernapaToB MPEBHIIIAET PUCK, BOZMOXKHO
Ha3HAYEHME aHIPOTeHOB B J103¢ 2,5 MI/KT ¢ TIOCIeny-
IolIel KOppeKLUe Teparnuu 10 MUHUMAaJIbHOMN 3¢-
(bekTHBHOI 103bl (MaKCUMabHasl OMHOKpATHAas 103a
coctasisier 200 mr/cyr). [IpuMeHeHUe aHAPOreHOB
y OeTeit TpeOyeT elle OoJiee TIATEIHLHOTO KOHTPOJIS
oeszomacHoctu [11, 23, 34, 38].

AHTUDUOPUHONIUTUKY UCITOJB3YIOTCSI B KaUeCTBE
npoarocpouHoi npodunaktuku HAO takke ¢ 1970-x
rojoB. B aToM KauecTBe oHU 3(PPEKTUBHBI Y HEOOJIb-
1IOTO YKcia nauueHToB. [IpeanonaraemMblii MexaHU3M
NMeCTBUS 3aKJI09aeTCs B CHUKEHUM TTOTPEOICHMS
Cl-unruburopa 3a cueT MHruOMpoBaHuUs (UOPUHO-
nm3za [22, 23]. TpaHekcaMOBYIO KMCJIOTY Ha3HAyaloT B
cTapToBOIi 103¢ 4 I/cyT (pa3ae/ieHHOM Ha 4 rpuema) ¢
MOCeAYIOLIUM CHIXKEHUEM JJO MUHUMAaJIbHOI He00X0-
JIMMOI1 CyTOUHOM 1036l [22, 23, 39]. AHTUGUOPUHOIM-
THUKU MOTYT OBITh MCTIOJTb30BaHHI Y A€ TEH, TTONPOCTKOB U
OepeMeHHBIX KeHIIWH |34, 40]. AOCOTIOTHBIMU ITPOTH-
BOIOKA3aHUSIMM K Ha3HAUEHUIO aHTU(DUOPUHOIUTUKOB
SIBJISIIOTCSI TPOMOO3BI M HApYIIEHUST 3pEHUS U 1IBETO-
BocrpusiTusi. OCHOBHBIM HEyI0OCTBOM, CBSI3AHHBIM C
MpUEeMOM aHTU(DUOPUHOIUTUKOB, SIBJISIETCS KPaTHOCTD

npuema 3—4 pasa B JieHb, B Cllyyae TpaHEKCaMOBO
KUCJIOTHI 1032 MOXKET JOCTUTATh 16 TabJIETOK B CYTKH,
YTO CKa3bIBAeTCS Ha MPUBEPXKEHHOCTH K TEepaIliu.
Kpome HeynoOHOro pexxmma mnpuemMa, CyIeCTBEHHO
OTPaHUYMBAIOT UCTIOIb30BaHNE aHTUDUOPUHOIUTUKOB
YyacTble COCYAMCThbIE Peaklii — TOIIHOTA, CJIabOCTh,
TOJIOBOKPYKEHUE — MPU HEBBICOKOH 3(D(HEeKTUBHOCTH.
K 60o11ee penkum mo6ouHbIM 3hheKTaM OTHOCSITCS AUC-
MEHOpesT, MBITIICUHBIC CYTOPOTH, TPOMOO3BI. YINTHIBasI
BO3MOXXHOE BIMSTHUE aHTU(DUOPUHOIUTUKOB Ha CBEP-
TBHIBAIOIIYIO0 CUCTEMY KPOBHM, BCE MAIIMEHTHI, TTOTyYao-
11e aHTU(GUOPUHOMUTUKHY B KaUeCTBE JOJTOCPOUHOMN
npoUIaKTUKHU, TOJKHBI MPOTH oOcliefoBaHUEe Ha
HaJlM4yre MTPOTUBOMNOKA3aHUM K TpUEMY JaHHOM IPYIIITbI
npenapatos [22, 23, 39].

Bo BceM Mupe, Ha CETOMHSIIITHUI IeHb TIpeTiapaToM
IEPBOI JIMHUM IJIsI JOJTOCPOYHOM MPOhUIaKTUKA
SIBJISIETCS KOHILIeHTpaT uHruouropa Cl-acrepasbl
[11, 34, 41]. Ha tepputopuu Poccuu 3apeructpupoBaH
eIWHCTBEHHBII mpernapaT nHruoutopa Cl-3ctepasbl —
bepunept pupmbl CSL Behring.

3nauvenue nepunura C1-MHI B maTorenese pas-
Butuss HAO 6110 onpenenero B 1963 . Donaldson
u Evans [42], a B 1973 1. ObLIM NIpeaANpUHSITHI IIEPBbIC
nonbITKK ucnonbzoBaHuss C1-UHI B neueOHbIX lLie-
ns1x [6, 43]. Yepes 6 et mocsie aToro, B 1979 1, Hemacre-
pusoBaHHbI C1-UHI (mpousBoactsa ¢hupmbl Behring)
TTOJIYIWJT TUIIeH3WIO Ha TIpuMeHeHue B [epmanuu,
a yxe B 1985 . B BuJe nmactepu3oBaHHOIO pacTBOpa
Tpernapart MoJIlydus pacpocTpaHeHUe Ha TePPUTOPUM
EBporsi [6, 44]. B 1989 1. ortrcaH repBbIii ciydaii mpu-
MeHeHus1 bepuHepTa B KauecTBe mpenapata a1l J0JIro-
cpouHoii mpodunaktuku HAO [45]. C 2009 . npenapar
TIPUCYTCTBYET Ha aMepPUKaHCKOM (hapMaKOJIOTUIECKOM
pbIHKe [6, 44]; 3apeructpupoBad B PD ¢ 2012 r. Takum
00pa3om, TpernapaT YCrelrHO MCIOIb3yeTCsI BO BCEM
mupe mig nedennss HAO yxe 6onee 40 jerT.

bepuHepT BbINyckaeTcsi B BUIe (DJIaKOHOB, COIEp-
JKalllMX Ipernapar B BUuje Juoduinsara, KOTopbli rocie
BOCCTaHOBJICHHS BOIOI HEOOXOIMMO BBECTH MEIITICHHO
BHYTpUBEHHO. DJIaKOHBI C TIPETTapaToM MOTYT XPaHUTh-
¢ MpY KOMHATHOM TemIiepaType, 4yTo o0JierdyaeTr ero
TPAHCIIOPTUPOBKY B CJTydae UCIOJb30BaHUsI B KAUeCTBE
JIOJITOCPOYHOM TTPOPUIaKTUKH [6].

HecMoTpst Ha To, 4TO Bce MpemnapaThbl TJa3Mbl
KPOBH 00JIANAIOT PUCKOM TIepeTadi TPAaHCMUCCUBHBIX
WHQEKIN, BBICOKOTEXHOJOTUIHOE TTPOM3BOICTBO
KoHILIeHTpaTa nHruburopa Cl-acrepa3ssl (Impemnapara
bepuHepT) 1Mo3BOJIIET MUHUMU3UPOBATH BO3MOXKHOCTh
MMOAOOHBIX OCIOXHEeHUIA [6]. Ha cerogHsimHmii 1eHb
HE 3aperucTpUpPOBAHO HU OJHOTO clyyas mepeaadu
npenapatom BUY, renatutos B u C u napBoBupyca
B19 [46]. Tem He MeHee TTallMeHTaM PEKOMEHIYeTCs
BaKIIMHAIIMS TIPOTUB BUPYCOB rermaruta B, a Takxke
CKPUHMHIOBOE 00C/IefOoBaHNE HA HAJIUYMEe rernaTUTOB
B u C, atakke Ha BUY [11].
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O6men omnbiTom

C 2010 mo 2014 . B 37 kinuHu4eckux LeHTpax EB-
poribl 1 CIIA 661710 TpOBEIeHO MacIITaAOHOE TTOCTMap-
KTMHTOBOEe McciiegoBanue Ipenapara bepunepr (The
Berinert Patient Registry). OmHoli 13 OCHOBHBIX LieJieit
JTaHHOTO MCCJIeJOBaHMS Oblila OlleHKa 6€30MacHOCTU
KUCMOJb30BaHUS TIperapara Kak Mpu KylnupoBaHUU
OTEKOB, TaK U JJIsI IpOo(UIaAKTUKU (KPaTKOCPOUHOM
WJIU IOJITOCPOYHOM ) B pyTUHHOM KIMHUYECKOM MpaK-
THKe. Bbutn olleHeHbI KaK TPOCIIeKTUBHBIE TaHHbIEC Ha
npotsikeHuu 2010—2014 rr., Tak U peTPOCIIeKTUBHbIE
manHbie 1o 2009 r. IlpenapaTt mpoaeMOHCTPUPOBa
CBOIO BBICOKYIO 0€30IMacHOCTb KaK B 0O0lIel mormy-
JISIIAY TTAIIEeHTOB [46], TaK M B OTHEBHBIX TPYIITIAX:
JIeTU, TOAPOCTKHU, OepeMEHHbBIE KEHIIUHBI, TTOXKUJIbIE
Jonu ctapie 65 et [47—49]. Ocoboe BHUMaHUE OBLIO
yIEJEeHO PUCKY pPa3BUTHUS TpoMOodMOoauu. bblio
3aperucTpUpoBaHO Bcero 2 ciayyas TpoMO0OIMOO0IUH,
U B 000MX cIydyasix — y MalMeHTOB C Ipeapacroara-
fomuMu akTopamu [46].

MeknyHapoaHble COTJIaCUTeIbHbIE JOKYMEHTHI MO
JNMarHOCTUKe U JieueHuo narueHToB ¢ HAO pekoMeH-
nywoT ucnojb3doBaHue C1-MHT kak mpenapata riepBoii
JIMHWUY JJI51 IOJATOCPOYHOI MPOUIAKTUKHY TAlLIUEHTOB
¢ HAO [11]. bezonacHocTh U 3((HEKTUBHOCTD J0JI-
rocpoyHoi npodmiaktuku KonueHrpatom Cl-MHI
MOATBEPXKIeHA MHOTOUYUCIEHHBIMY ONMUCAHUSIMU KJT -
HUYECKHUX CJy4aeB U He-T11a1e00-KOHTPOJUPYeMbIMU
uccaenoBanusmu [6, 44, 45, 50]. INokazaHusimu st
BBeJieHMsI ITpenapara bepuHepT, corflacHO MHCTPYKIIWH,
SIBJISIOTCS TPOUIAKTUKA U KYTTUPOBAHUE OCTPBIX MPU-
crynioB HAO, pelreHne o IpoBeIeHUN JOJITOCPOUYHON
npodunakTuku KoHueHrparom C1-MHI MmoxeT ObITh
MPUHSTO BpaueOHON Komuccuei. st nocTukeHust
Hautyuduiero ad@exra npemnapar cieayeT BBOAUTH
BHYTPMBEHHO 2 pa3a B HEJEJ10, 103a MoA0MpaeTcsl MH-
nuBHuayanbHoO [ 11]. Jo3oii-MenraHoi MOXET CUMTATBCS
20 ME/kr maccel nea 2 paza B Heneo. OgHako st
JIOCTHXKEHMST KeJlaeMoro 3¢ deKTa 103a MOXET ObITh
aJanTupoBaHa K MHAMBUAYAIbHBIM MOTPEOHOCTSIM
nauuenTa [44].

Takum o6pazom, KoHueHTpat C1-UHT (bepuHepT)
MPOAEMOHCTPUPOBAI BbICOKYIO 3((DEKTUBHOCTh U
6e3onacHocTh Ipu JiedeHun HAQO, eqnMHCTBEHHOE, UTO
JIMMUTUPYET €T0 B KAUeCTBE OIMLIMU JIJIsI 1OJTOCPOYHOI
npoduUIaKTUKU, — HEOOXOIUMOCTb BHYTPUBEHHOTO
BBeaeHust. [IpobaeMa HEOOXOAMMOCTU BBEECHUS Mpe-
napata bepuHepT B yCI0BUSIX Je4eOHO-MTPOGUIAKTH-
YECKOT0 YUpeKACHUS ITPU MPOBEISHUU T10JTOCPOYHOI
MpoGUIaAKTUKU MOXKET ObITh pelliecHa ITyTeM 00yYeHU ST
MalueHTa TEXHUKE BHYTPUBEHHBIX UHbEKIMUIA. [To
JTAaHHBIM UMEIOIMXCS UCCIIEJOBAHUI, HEBO3MOXXHOCTh
BBECTHU IPEMNApPAT CAMOCTOSATEbHO OblIa 3aperucTpu-
poBaHa MeHee ueM B 0,1% ciryyaeB. Hauboubime Tpy-
HOCTM, Kak IMpaBuJIO, KacajJucCh BBEIEHUS Mperapara
JUJIS1 Ky[IMPOBaHU OTeKa, TPY BBEIEHUHU €T0 B KAUEeCTBE
0a3uCHON Tepanuy B JOMAIIHUX YCJIOBUSIX MALIUEHThI
TPYAHOCTE He UCITBIThIBAIM [46].

C npyroii CTOpOHBI, MOTPEOHOCTb BO BHYTPUBEHHOM
BBEJICHUM Tperapara 2 pa3a B HeIe/I10 B TeUEHUE 1 -
TEJIbHOTO Mepuo/ia/MOXMN3HEHHO MOXET MPUBOJIUTD K
VXYIOIIEHUIO KaueCTBa BEHO3HOTO TOCTYIIA. DTO ITOCTYy-
SKHJIO TIOBOMIOM IS CO3MAaHMSI HOBOM (hOpMBI TTperrapaTa
JIJ1s1 MoaKoxKHoro BBeaeHus [51]. JIsaroga Hazan B CIITA
ObLT 3aperuCcTPUPOBAH NEPBbII MTpernapaT — KOHLEHTPAT
uHrudourtopa Cl-3cTepasbl A1 CAMOCTOSITEIbHOTO
nonKoxHoro BBeaeHus [29]. [1penapar npeacrasisieT
coboit bosiee KoHUEHTpUpoBaHHYO dhopmy Cl1-WHI,
TIPX 3TOM TIPOIIECC €T0 MPOM3BOACTBA MPAKTUIECKHU
unentndyeH C1-UHT mist BHyTpMBEHHOTO BBEAEHUS C
TeM oTJInyueM, 4to KoHueHTpauus C1-MHT B npena-
pare bepunept coctaBnsier 50 ME/mi [52]. TIpenapar
OBLT OJOOPEH IJIST JOJITOCPOYHOI ITPpOGMIAKTUKHI OTE-
KOB y MOAPOCTKOB M B3pocbix nanueHToB ¢ HAO B
nmo3e 40 u 60 ME/xr maccel Tenna 2 pasza B Hepelto [11].
D} PpeKTUBHOCTD U BHICOKMIA TIPOGUIb 0€30I1aCHOCTHU
MPOJEMOHCTPUPOBAHbI B MEXIYHAPOAHOM MPOCIEK-
TUBHOM, MYJIbTULIEHTPOBOM, PAaHIOMU3NPOBAHHOM
JIBOMTHOM CJIETIOM TLIale00-KOHTPOJUPYEMOM HCClie-
nmoBaHuu [29, 52, 53]. IlosiBneHue miepBoro mperapara
KOHIIeHTpaTa nHTruouTopa Cl-acTepassl yemoBeKa ist
TTOAKOXKHOTO BBEACHMS CTAIO OOJIBIIIMM IIIaTOM BIIEPET
s papmakotepanuu HAO, Tak Kak IIpocTOTa BBeIE-
HUSI CITOCOOCTBYET TMOBBIIICHUIO MPUBEPXKEHHOCTU K
Tepanuy U KauyecTBa XU3HU MallUeHTOB.

B xauecTBe JOMOJHUTENILHOUN OMIMMU AJISI JOJTO-
cpouHoii mpodmiakTuku HAO y XXeHIIUH MOTYT OBITh
WCITOTb30BAHBI IPOTECTUHBI — CUHTETUYECKIE aHATIOTH
MporecTepoHa, MpUMeHsIeMbIe B aKyIlIepCcTBe U TMHE-
KOJIOTMU C LIEJIbI0 TOPMOH-3aMECTUTEIbHOI Teparnuu,
KOHTpalleNMU, a TakKxXe IJs JeUeHUSI HEKOTOPHIX
MaTOJOTMYECKUX COCTOSTHUI B TUHeKosoruu. Kak u B
ciryyae aHTU(PUOPUHOIUTUKOB 1 aTTeHYNPOBAHHBIX aH-
JIPOr€HOB, MEXaHMU3M JIeicTBUSI mporecTuHoB npu HAO
HEU3BECTEeH, OHAKO MOXHO MPEIIOJ0XKHUTh, YTO -
ekt obecreyrnBalOT AHTUTOHAJOTPOITHBIE, AHAPOTeH-
HbIe ¥ MPOTUBOACTPOTeHHbIe CBoiicTBa. [IporecTuHbI
MOTYT OBITh HA3HAYEHBI MOJIOJION XKEHIIIMHE B CJIydae,
€CJIM OHa HyXXHaeTCs B aKTUBHOM KOHTpAILICTIIINY WJTN
elf HeoOXOIMM TIpHEM IIPEeITapaToB IMPOrecTePOHOBOTO
psiia B KauecTBe JeYeHUsI KOMOPOUIHOTO TMHEKO-
JIOTMYECKOTO cOoCTOsIHMSI. HazHaueHue mporecTMHOB
BO3MOXHO TOCJIe KOHCYJbTallMd Bpaya-TMHEKoJIora,
C KOTOPBIM B JaJIbHEMIIIEM TIJIaHUPYETCSI COBMECTHOE
BeAeHMe TaMeHTK. CorjlacHO MMEIOITUMCS TaHHBIM,
IIPOTECTUHBI 0KA3bIBAIOT IOJOXUTEIbHBIN 2(PPEKT Ha
TeyeHre 3a00JIeBaHUs BILUIOTH IO TTOJIHOTO OTCYTCTBUS
OTEKOB 0€3 HEOOXOIMMOCTHU TIpUeMa IPYruX IIpernapaTon
6omee yeM B 60% ciydaeB (a Ipu rpreMe 6oJiee CUITh-
HBIX IPOreCTUHOB — 60J1ee ueM B 80% ciydaeB) [33, 54].
IIpenaparaMu BEIOOpa SBISIOTCS TTPOTECTUHEBI B BUIE
MOHOIIpeIapaToB (Tak KaK MpHUeM 3CTPOTeHCOmep-
XKamux npenapatoB namueHTam ¢ HAO 3amnpelieH)
[30—33].
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C 1963 1. HAKOTUIEH CEPhE3HBI OIBIT IO BEACHUIO
6ombHBIX ¢ HAO. OcHOBHOIT TPOOJIEMOI1 ITO-TIPEXKHEMY
OCTaeTCs HU3Kasl BBISIBISIEMOCTD U TTO3IHSIST TOCTAHOB-
Ka JMarHo3a, OJiHaKoO M Iocjie MOCTAHOBKU BEPHOTO
JIMarHo3a OCTAeTCs elle HEeMaJlo CJIOXHBIX 3afay st
Bpaua u nmauueHTa. OueHb BaxKHO JOOUTHCS OT Mally-
€HTa BbICOKOI'O YPOBHSI IOBEPUSI U KOMILIAEHTHOCTH,
TaK KakK TOJBKO B 3TOM CJIydae MOXKHO OCYIIIECTBUTH
OBICTPBIN TToaO0p 3(POEKTUBHOI CTpaTeTuu IO Beae-
HMIO MMaLMEHTA.

Ha cerognsniHuii neHp npenapatoM BbiOOpa IS
JIOJITOCPOYHOI MPOMUIAKTUKH SIBJISIETCSI KOHLIEHTpAT
Cl-uruburopa (bepuHepT) B CBS3U C BHICOKUM YPOB-
HeM 3¢ eKTUBHOCTU U Oe3onacHocTH. OHAKO BHIOOD
Teparnuu TakKe T0JIKeH OBITh OCHOBAH Ha JOCTYITHOCTH
JIYeHMS U TEXHUUYECKOI BOBMOXKHOCTH €T0 ITPOBEACHUS
C YYETOM COLMAIbHOM aKTUBHOCTU MauueHTa. HoBbie
Hay4yHBbIe TaHHbIE IO TPUYMHAM Pa3BUTHUSI U TTATOTEHE3Y
HAO 1o3BoJisIT UcoJib30BaTh HOBbIE TepareBTUIYECKUE
OITLIMH, YTO B OYIYyIIEM cIeIacT JeUeHNe MallieHTOB C
HAO nepconnduipoBaHHbBIM.

Hudopmanus 006 ncTOYHHKAX (PMHAHCHPOBAHHS
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JlonoHuTebHbIE YTBEPKIEHUS
ABTODBI COIJIACHBI Ha IMTYOIMKALUIO IPEICTABIEHHON Pa0OTHI.

ABTOpBI TOATBEPKIAIOT, YTO JaHHAsI PYKOIUCh B HACTOSIIIIEE
BpeMsI He TIpeACcTaBICHa ISl IyOIMKAINH B IPYTUE N3TaHUS
1 He ObL1a MpUHSTA 115 TyOJIMKalMKU B IPYTUX U3TAHUSIX.

LONG-TERM PROPHYLAXIS IN HAE PATIENTS

Latysheva T.V,, Latysheva E.A., Manto LA.

NRC Institute of Immunology FMBA of Russia; 24, Kashirskoe shosse, Moscow, 115522,
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Hereditary angioedema (HAE) due to of C1-inhibitor deficiency is a rare disease, which causes a strong physical
and psychological impact on patients’ lives. HAE affects daily life, career opportunities, and social activity. In
addition, fear of the edema development, as well as the associated with it pain and risk of death leads to depressive
disorders specific for chronic (especially life-threatening) diseases. The emergence of modern pathogenetic drugs
can minimize the effect of HAE and improve the patients’ quality of life. There are three different therapeutic
strategies that are used for HAE treatment: long-term prophylaxis, short-term and on-demand therapy for acute
attacks. This article focuses on long-term prophylaxis.
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