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Pesiome

B cTatbe AaH aHanms3 peKomeHnaqu?l No ANArHOCTMKe 1 NevYeHNto HacneaCTBEHHOIo aHrMooTeKa, BbiMyLWeHHbIX B COQ,D,I/IHeH-
HbIx LLTaTax AMepI/IKI/I, KaHage, EBpocoro3e n Poccun. Ha ocHoBe 3Tumx peKOMer,aLll/lﬁ Bblpa60TaHa TaKTUKa BeeHnA 60JIbHbIX C Ha-

cneaCcTBeHHbIM aHI’MOOTEKOM.

Knioueavle cnosa: HaciedcmeeHHbIl aHeUOOMeKx, C1-UH2U6UmOp, aHauoomek, MapeuHaszieHasa spumema

Abstract

The article analyzes recommendations for the diagnosis and treatment of hereditary angioedema (HAE) issued in the United
States of America, Canada, the European Union and Russia. Based on these recommendations, a tactic for managing patients with

hereditary angioedema has been developed.
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HacaencrBennsrii anruoorek (HAO) omtican
6oaee 100 aet Hazam W. Osler, TeM He MEHEE OT-
MedaeTcs TUITOUATHOCTHKA JaHHOM [IaTOAOTHH,
YTO CBSA3aHO C HU3KOM OCBEIIOMAEHHOCTHIO Bpa-
qel pa3sAMYHBIX CIIEITHAABHOCTEN 0 JaHHOM 3a60-
AEBaHUU, 0COOEHHOCTSIIMH Aa00PATOPHOM AUATHO-
ctukd. [1o faHHBIM AUTEPATYPBI, 33/1eP3KKAa B I10-
craHoBKe auarHo3a HAO cocTtaBageT B cpegHeM
8,5 roma ot mebrora 3ab0A€BaHUS B CBSI3HU C OT-
CYTCTBHEM CITeIU(PUYEeCKHUX CUMIITOMOB [1, 2, 3].

Bo Bcem mupe maHHadg IIaTOAOTHUS aKTHUBHO
U3y49aeTcs, YTO IPUBEAO K HOBOMY ITOHHUMAaHHIO
HaToreHeTuYeCcKux ocobennocreii HAO, usme-
HEHUIO KAACCU(PUKAIIUU OOAE3HU, BBIIEACHHUIO

B OTHEALHYIO TPYHILy OOABHBIX 6e3 meduiiura
Cl-uaruburopa U B CBSI3U C 9THUM — K U3MEHE-
HUIO ITIOIXO0B K KPUTEePUIM AabopaTopHOH au-
arHOCTHKH U A€YEHHUIO NaHHOM KaTeropuu Iia-
nueHToB. C ogBA€HNEM HOBBIX AEKaPCTBEHHBIX
IIperapaToB MEHSIOTCS II0AXOAbI K JIOATOCPOU-
Hott TpodpurakTUKe y 60AbHBIX HAO.
HacaencTBeHHBIE aHTHOOTEK OTHOCHUTCSH K
penkuM (opdpaHHBIM) ayTOCOMHO-IOMUHAHTHBIM
3a00A€BaHUAM U SBAFETCS [I€PBUYHBIM UMMYHO-
nedourroM 6e3 HH(PEKITMOHHBIX ITposiBAeHUH. Om-
HakKo, obparras BHUMaHNe Ha CeMeHHbIH aHaM-
He3, He00X0IUMO YIUTBIBATD, 4T0 B 20-25 % cay-
4yaeB BO3MOXKHa BHOBB BO3HHKINIAd MyTallld B
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reHe, YTO He MCKAIOYaeT OJaHHBIM auarHos. Pac-
npoctpaneHHocTs HAO coctaBaset 1 u3 50 ThI-
CSI4 YEeAOBEK, OTHAKO 3TO MOKET BapbHpPOBaTh B
pas3HbIX peruoHax [1, 3].

B nmaTorenese 3a00aeBaHUA ACKUT OE(PEKT CH-
CTEMBI KOMIIAEMEHTA: Ae(PUIINT UAU /U CHIZKEHUE
dpyHKIIMOHAABHOM akTUBHOCTU Cl-mHrubmTOpa
(C1-UHI), caeacTBHEM YETO IIOCAE OIIPEIEACHHO-
ro Kackaja peakIuii BO3HUKAaeT YCUAeHHOe 00-
pasoBaHNe OpamUKUHHUHA, IIPUBOALAIEE K VBe-
AWYEHHIO COCYAHCTOH IIPOHUIIAEeMOCTH obpaTu-
MoOro xapakrepa [2].

AHTHOOTEK OIlpeneAssieTcd KaK COCyaHcTas
peakIug TAYOOKMX KOXKHBIX/IIOAKOKHBIX TKa-
HeM MAM CAM3UCTBIX / TIOZICAU3HCTBIX TKaHEH, UTO
IIPUBOIUT K AOKAABHOMY ITOBBIIIIEHHIO [IPOHHUIIA-
€MOCTH COCYZOB U O0TeKy TKaHel. OTeK, Kak IIpa-
BHAO, OIIOCPEIOBaH OPaIUKUHHUHOM U/HAU Me-
oUaTOpaMH TYYHBIX KAETOK, BKAIOUAs THCTaMUH.
AHTHOOTEK, OIIOCPEIOBAHHBIN OpagUKHHUHOM,
MOzKeT ObITh KaK HAaCAEICTBEHHBIM, TaK U IIPHU-
0oOpeTeHHBIM BCAEACTBHE HemocTaTka/nedex-
Ta uuruburopa Cl (C1-INH) uau gpyrux mexa-
HU3MOB. B HacTosIee BpeMs CyIIeCTBYIOT pas-
AWYHBIE (POPMBI HACAEICTBEHHOI'O aHI'HOOTEKA,
pacrnosHaBaeMble U TeHETHYECKH HUAeHTU(PHIIN-
pyewmsre [1, 3].

Kaaccuduxauus 3a00AeBaHHS HAH COCTOSI-
Hus (rpynnsl 3a00A€BaHHH HAH COCTOSIHHIH) [4]

HAO c oe¢puyumom CI1-HHT

1. HAO I Tuma 06ycAOBAEH CHUKEHHUEM KOAH-
gyecTBa U PYHKIIMOHAABHOM akTuBHOCTH C1-UHT
B maa3Mme (85 % Bcex caygaeB HAO).

2. HAO II Tuna 06ycAOBAEH CHIIKEHHEM (PyHK-
mroHaabHOM akTuBHOCTU C1-UHT, ipu 3T0M ypo-
BeHb C1-UHI coxpangeTrcs B npenesax HOPMBI
uAu noBbIIIeH (15 % Bcex caydaeB HAO).

HAO 6e3 oedpuyuma CI1-HHI" (6e3 namoso-
2uU cucmemol KOMNIemMeHma,)

1. HAO ¢ myranmeii B reHe XII pakTopa cBep-
TeIBaHUus KpoBu (HAO-FXII).

2. HAO c myraiue#i B reHe Iaa3MHUHOIeHA
(HAO-PLG).

3. HAO c myTaiueii B reHe aHTHOIIO3THHA 1
(HAO-ANGPT1).

4. HAO c MmyTtamuedl B reHe KMHHUHOTeHa 1
(HAO-KNGI).

5. HAO-MYOF: myraiua B rene MYOF (muo-
chepauH).

6. HAO-HS30ST6: myranusa B reae HS30ST6
(remapancyabdart-rarokodaMuH 3-O-cyabdo-
TpaHcgepasa 6).

7. HAO c meusBectHO# Myrtanumein (UNK-
HAO) ycranaBAnBaeTCs IIpU HOPMaAbHOM YPOBHE
Cl-uHruburopa M ero (pyHKIIMOHAABHOH aKTHB-
HOCTH B CAy4Yae THIINYHON KAWHHUYECKOH KapTH-
HBI B COYETAHUH C IIOAOKUTEABHBIM CeMeHHbIM
a"HamHe3oM [1].

Pasamannie popmer HAO ¢ HOpMaAbHBIM
C1-INH (HAO-FXII, HAO-ANGPTI, HAO-PLG,
HAO-UNK) nmeroT HEKOTOpPbIe KAMHUYECKHE 0CO-
GEHHOCTH U, BO3MOXKHO, BApHUaHTEI AedeHus [1, 3].

Kannunuyeckue npossBaenusa HAO

HAO umeer BapuabeAbHYI0 KAHHHUYECKYIO
KapTHHY C MHOTOYHCA€HHBIMHU IIPOIBACHUSAMH U
cuMmnroMaMi. KAIoueBbIMH KANMHHUYECKHUMH IIPO-
ABACHUSMHU NAaHHOM IATOAOTHH SBASIOTCS pe-
IIUIVBUPYIOIIHE OTEKH IAYOOKUX CAOEB KOXKHU U
CAM3UCTBIX 000AOYEK PA3AMYHON AOKAAM3AITHH.
OTeKH MOTyT BO3HHKATh B AIOOOM BO3pacTe I10-
cae poxpaeHud. CoobIlaeMblii BO3pacT Hadasa
OTEKOB KoAaebaeTcs oT 4,4 mo 18 AeT co cpeaHuM
Bo3pacToM Hnepsoro npuctymna B 10 aet. Pannee
IIOSIBA€HME CHMIITOMOB MOIKET OIIpeneAdThb 60-
Aee Ta¥KeAoe TIOCAedyIolllee TedeHHe 3aboaeBa-
Hudg [2, 5].

JAUTEABPHOCTh TAKHUX OTEKOB BapbUPYET OT
35 guett 1o 10 cyTOK, OTEKH MOTYT ITPOXOIUTH Ca-
MOCTOSITEABHO. XapaKTePHON 0COOEHHOCTHIO OTe-
KOB SIBASIETCH OTCYTCTBHE 3(pheKTa OT IIpuMeHe-
HU4 y IalleHTa aHTUTHCTaMUHHBIX IIperapaTrosB,
TAIOKOKOPTHKOCTEPOUIOB U 3NIHHedprHa [2, 3].
B penkux caydasgx BO3MOXKHO CaMOCTOSATEABHOE
paspelnieHue oreka Ha (DOHE IPUMEHEHNT aHTH-
THCTaMHHHBIX IIPeIlapaToB UAH TAIOKOKOPTHUKO-
CTE€POHOB, UYTO 3a/IePKUBAET [IOCTAHOBKY AHa-
rao3a HAO. HauGoaee 9acThIMU, BCTPEYATOIIIH -
mucg nmpaktudecku y 100 % namuentos ¢ HAO,
ABAFIOTCA IIepUePHUIECKHE OTEKH BEPXHUX U
HITKHUX KOHEYHOCTeH, 6€3 COIIyTCTBYIOIIIEeH Kpa-
NUBHULIBL. VIHOra TariueHThl HCITBITHIBAIOT Yy B-
CTBO IIOKAABIBAHUS, KKEHUT, 6OAe3HEHHOCTH B
MecTe oTeKa. [loTeHImaAbHO (haTaAbHBIMH IBASI-
IOTCSI OTE€KH, CIIOCOOHBIE TPUBECTH K aCOUKCHU:
OTEK I'OpTaHH, OTEK S3bIKa, OTEK CBI30YHOTO all-
napata u HEOGHOM 3aHaBecKHu. [Ipu nuddepeH-
IHAABHOM IHUATHOCTHKE OTEKOB CAELYET YIUTHI-
BaTb UX 0COGEHHOCTH ¥ 60ABHBIX ¢ HAO: oTcyT-
CTBHE H3MEHEHHd OKPAaCKH KOXKM Hal OTEKOM,
IIOBBIIIIEHHE MECTHOH TeMIlepaTyphbl Hall HUM.
KosKHBIN 3y TaKKe HecIlelIn(pruieH A HaCAeI-
CTBEHHBIX aHTUOOTEKOB [4].

JAUTEABPHOCTE HHTEPBAAOB MEXKY aTaKaMHU
TOXKe BaprabeAbHA U MOKET U3MEHSITHCS Y AIO-
6oro maiteHTa. O6ocTpeHUI0 3a00A€BaHUS MO-
TYT CIIOCOOCTBOBATE TPUITEPHBIE (PAKTOPHI, TaK-
K€ OTEKH MOI'YyT BO3HHKAThb M HE3aBHCHMO OT
KaKuX-Au00 Bo3xeticTBui [1, 2, 3].

KanHp4yecKue MIPOsIBAEHHUS 3aBHCAT B TOM
4lCcA€ OT AOKaam3aluu anruooreka. Co cropo-
gl 2KKT: mmoTeHIIMasbHO OIaceH OTeK {3bIKa,
IIPU OTEKE CTEHKU KHITIEYHNKA BO3MOXKHO I10SB-
A€HHE TaK Ha3bIBA€MBIX KOAUK B KHUBOTE, TOIII-
HOTBI, PBOTHI, AHAPEH, B HHBIX CAyJIasaX 3TO MO-
KeT oTpeboBaThk AU depeHITNAABHON THATHO-
CTHUKHU C KAMHUYECKUMH ITPOSBAEHUIMH OCTPOTO
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xkKuBoTa. OCOGEHHO 3TO AKTYaABHO JIAST OETCKOM
TIOTYASIITUH, TaK KaK y AeTell 60AM B JKUBOTE SIB-
ASIFOTCS 9acTbIM cHMIITOMOM. COOTBETCTBEHHO,
3annono3puth HAO y namueHTa ¢ MOHOCHUMIITO-
MOM B BH/I€ OT€Ka CT€HKH KHIIIeYHHKa KpatiHe
CAOKHO. Bo3MOKHA MHTEHCHBHAs 60AbL B 00Aa-
CTHU HuIeBoza [5].

Co cTOPOHBI HEPBHOM CUCTEMBI: HHTEHCHUB-
HBIE TOAOBHBIE 60AH, HE YYBCTBUTEABHEIE K /IeHi-
CTBHUIO aHAABT€THKOB, IIPEXOdIIIe Iiepebpann-
HbIe UIIeEMUYeCKHe CUHIPOMEBI, IIEPUOAUYIECKHE
TOAOBOKPYKEHHUSI, ITPEX0AdIllee HapyIlIeHHe 3pe-
HUg. CO CTOPOHBI MOYEIIOAOBOH CHCTEMBI: CHAB-
HbIe 60AH U 3aTpPyAHEHME IIPH MOYEUCITYCKAHUH,
OTEK IIOAOBBIX OPraHOB, MOYEBOTO ITy3bIps, ype-
TPBI; CO CTOPOHBI OIIOPHO-ABUIATEABHOI'O aIllia-
para: OTeKH MBIIIIIL, CyCTaBOB, CO CTOPOHBI BEPX-
HUX 1 HUKHUX IbIXaTEeABHBIX IIyTeH: OTeK ropra-
HHU, OTEK CBA30YHOIO anmnapara u HEOHO#H 3aHa-
BECKH, OTEK [IAEBPAABHOI'0 IIpocTpaHcTBa. OTeK
ropTaHu, Kak IIPaBHAO, BO3HHKAET B BO3pacTe
11-45 aet, cpeHUHE BO3PAaCT COCTABAIET 26 A€T.
CampbIii paHHU OTEK TOPTAHU OBbIA 3aPETHUCTPU-
poBaH y pebGeHka B Bo3pacTe 3 AeT [5]. B pane
CAy4aeB OIIMCaHbl TaK HasbIBaeMble IIPEeIBECT-
HUKU OTEKOB: cAabOCTH, IapecTe3usd, AeIpec-
CHs, OLIyIIEHNE YTOALUIEHHUT KOXKH, MapriHaAb-
Hag spureMa [4].

MapruHaabHas1 3pUuTeMa IpeacTaBAgeT co0oHi
KOKHBIH CHHZIPOM: BBICBIITAHHS PO30BO-KPaCHOTO
IIBeTa, He BO3BBILIAIOIIMECS Ha KoxKel, B OT-
AVYHE OT KPAIIUBHUIILI, 0e3 3yZia U HIEAYIIIeHHUSI

(puc. 1). BeIichimaHus TPOX0OAAT GECCAETHO B Te-
YyeHNe HECKOABKHX 4acoB MAU 2 CyTOK. B Heko-
TOPBIX CAyYadX CBIITb MOXKET HAIIOMUHATBH Kpa-
TUBHUIYY UAH KOXKHBIH CUHIPOM IIPU BUPYCHBIX
U DaKTepPUAABHBIX MH(PEKITUIX, aYyTOUMMYHHBIX
3a00A€BaHUAX, TIEPHOAHUIECKOM AUXOPAIOYHOM
cuHApoMe. Y TaKHX HAIlMeHTOB BePUQPUKAIIHSI
nuarHosa HAO mpoxonut moasiie [S]. B ompe-
OEAEHHBIX CAyYasdx MapTUHaAbBHAS 9pUTEeMa MO-
KeT ObITh CAMOCTOSITEABHBIM TIPOSIBAEHHEM 3a-
b6oaeBanud [1, 2, 3, 4].

JdHuarLocTHira

HAO-1/2 caenyetr 3amomo3puTh, Koraa Iia-
[UEHT UMeeT B aHaMHe3€e PEIHINBUPYIOIIIE aH-
THOOTEKH, a TaKXKe YKa3bIBaeT Ha:

1) TTOAOKUTEABHBIN CEMEeUHBIN aHaMHe3 (XOTd
OH MOXKET OTCYTCTBOBAaTb Yy 25 % IIallueHTOB);

2) mOsIBA€HHE CHUMIITOMOB B J€TCTBE/IIOMN-
POCTKOBOM BO3pacTe;

3) peutnauBUPYIOIKE U O0OAe3HEHHBIE ab10-
MHUHAaABHbIE CUMIITOMEI,

4) BO3HUKHOBEHHE OTEKa BEPXHUX [bIXa-
TEABHBIX IIyTeH;

5) OTCyTCTBHE PEaKIU Ha aHTUTUCTAMUHHbBIE
pernapaTsl, TAFOKOKOPTUKOUIBI AU aiPEeHAANH;

0) HaAnYHMe IPOAPOMAaABHBIX ITPU3HAKOB UAU
CHUMIITOMOB IIepe/] OTeKaMH U /AN

7) OTCyTCTBUE KPATUBHHUIIGI.

CeMedHBIH aHaMHE3 SABASETCH BaXXHBIM
HHCTPYMEHTOM J[IASI BBIIBA€HHS HAIlUEHTOB
c HAO [1, 3].

AabopaTopHble UCCAEIOBAHNSA HEOOXOIUMBI

Puc. 1. MapruxanbHas sputema ($poTo 13 apxmsa aBropa.
Cornacuve nauneHToB 1 poauTesneil Ha AeMOHCTPaLMIO N306paXKeHNi MOTyYeHO)
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AL TIOATBEPIKIAEHUS UAW HCKAIOUEHHS JUarHos3a
HAO. CKpHUHHUHTOBBIM TECTOM, UMEIOIINM UyB-
CTBUTEABHOCTE OT 81 10 96 %, aBageTcd orpesne-
aeHue ypoBHS C4 < 50 % oT HOpMEI (paHee GBIAO
< 30 % oT HOpPMBI), OMHAKO B peakux caydaax C4
MOXKeT ObITH HOPMAABHBIM MEXKIY aTaKaMu [2].

Y mammmenToB ¢ HAO I u Il TunoB ormeua-
eTcs cHUKeHHe C4-KOMIIOHeHTa KOMIIAEMEHTA,
OHAKO JAaHHBIH IT0Ka3aTeAb He MOXKET OBITh UC-
IIOAB30BaH [IAS IIOCTAHOBKH AHAarHo3a, Tak Kak
OH OBIBaeT CHUIKEHHBIM IIPU MHOTHX IPYTUX 3a-
boreBaHUgX [4].

UccaenoBanue ypoBHa anTureHa Cl-mHru-
6uTopa M ypoBHA (PYHKIIMOHAABHON aKTUBHOCTH
Cl-maruburopa He0OXOAMMO OAS OKOHYATEABHO-
I'o IIOATBEPKAEHUS MAN HCKAIOUEHUS OUAarHO3a
HAO. CHuxkeHue ypoBHS U (PYHKIIMOHAABHOH
akTuBHOCTH Cl-mHruOuTOpa XapaKTepHO OAS
HAO 1-ro Tuna < 50 % oT HOPMBI (paHee OGBIAO
< 30 % oT HOPMBI), TOTAa KAK CHUKEHHE TOABKO
pyHKIIMOHAABHOM akTUBHOCTU Cl-mHrHOHTOpPA
< 50 % ot HOpMBEI (paHee 6b1r0 < 30 % OT HOp-
Mbl) — gag HAO 2-ro tumna. Caenyer OTMETUTD,
YTO JAOCTYIIHOCTh U KQ4eCTBO AUATrHOCTHYECKUX
TECT-CHCTEM [JIASI OIIPENEACHUS YPOBHA U (PYHK-
muoHaAbHOM akTuBHOCTU Cl-unruturopa u C4
pasArdaroTcs BO BCEM MHUPE, YTO 3aCTaBASIET Bpa-
4el B HEKOTOPBIX CTpaHax aallTUpPoBaTh CBOH
COOCTBEHHBIN MUATHOCTHYECKUH ITOAXO/I, HATIPH-
Mep, YyBCTBUTEABHOCTL TecTa C4 MOXKeT OBITh
IIOBBIIIIEHA IIyTEM B3ATHUS KPOBHU BO BpeMs BO3-
HHKAIOIIIETO IIPUCTYTIA (HO 6e3 YAYUIIIEHHUS CITeITH-
duunoctu Tecra) [1, 2, 3, 4].

B cayuae moaAydeHHUT OTHOKPATHBIX ITIOAOKH-
TEABHBIX PE3yABTATOB AA00OPATOPHBIX UCCAEIOBA-
HUH, ykasprBarommwmx Ha HAO-1/2, oHHM JOAIKHBI
OBITH ITIOATBEPIKACHEI, T.€. TECTUPOBAHUE TOAXK-
HO OBITH IIPOU3BENEHO ITOBTOPHO. To Ke camoe
MOZKHO OTHECTH U K COMHHUTEABHBIM pe3yAbTa-
TaM HAW pe3yAbTaTaM, IIPOTHBOpPEYAIUM KAH-
HHYecKo¥ KapTuHe [2]. PekomeHnmarus 1oBTO-
puTh TectupoBanue Ha (Qyukimio C1-INH, Ge-
AoK C1-INH u C4 oTHOCHUTCS TOABKO K IIEpBOHA-
gaapHOMY auarHo3dy HAO. Her Hukakux rokasa-
HUH [AS IIOBTOPHOT'O TECTHPOBAHUS IIOCAE yCTa-
HOBAEHHS [HarHO3a HAM Ha (POHE II0AYIaeMOr0
AedeHud [2, 3.

Ypouu C3 u CHS50, Kak mpaBHAO, OYAyT
HOPMaABHBIMHU ¥ 60ABHBIX ¢ HAO u TecTupoBa-
HUIO HE TIOMOTaioT [4].

Y pere#t uccaemoBaHue ypoBHA C4-KOM-
IIOHEHTAa KOMIIAEMEHTAa, YPOBHSA U (DYHKITHOHAAD-
Ho# akTuBHOCTU Cl-MHrHOUTOPA PEKOMEHIYET-
cd IPOBOAUTE B Bo3pacTe crapire 1 roxa [3, 5].

Y 3nopoBbIx sxeHIH ypoBHU C1-INH B riaaz-
Me KPOBH CHUXKAIOTCH BO BpeMs 6epeMeHHOCTH
U BO3BpalllaloTcs K HopMe I1ocae ponoB. Caeno-
BaTeABHO, U3MEPEHHE YPOBHSA U (PYHKIIMOHAAD-

HoM akTuBHOCTHU C1-INH, C4 c 11ieapito muarto-
ctury HAE-1/2 Bo Bpems OepeMEHHOCTH CAEY-
€T HHTePIIPETUPOBATh C OCTOPOKHOCTEIO. Peko-
MEHIyeTCd IIOBTOPUTH U3MEPEHHE II0CAE POIOB,
4T00BI TTOATBEPANUTL auaruo3 HAE [1, 3].

CHUMIITOMBI IIPHOOPETEHHOTO aHTHO0TEKA aHa-
aorugHbI cuMmiitomaMm HAO-1/2, a ocHOBHOU au-
aTHOCTUYECKUM Aab0paTOPHBIHM TPOPHUAD (PYHK-
mus C1-INH, 6eaok C1-INH u C4) amnasorudeH
HAO-1. Pazanynug BKAIOYAIOT B cebd: HAYaAO B
boaee I03AHEM BO3pacTe, HAANYHe KaKOT0-AH00
OCHOBHOTI'O 3a60A€BaHMs, TAKOTO KaK AUMMpoMa
AU 106pOKadeCcTBEHHAs MOHOKAOHAABHAS IraM-
manatusg (MGUS), B ToM 9yucAe MOTYT UMETH Me-
CTO cAy4dalHble KOHCTUTYIIMOHAABHBIE CHMIITO-
MBI 1 YaCTO BEpUPHUIIUPYETCS HAANYHE CHUXKEH-
Horo ypoBHga Clq.

U3mepennda ypoBHsa C1q 4OAKHBI IPOBOIUTE-
Cd 1A UCCAENOBAHUS ITAIIMEHTOB Ha IIpHobpe-
TEeHHBIH aHTHOOTEK, 0COOEHHO y TeX, y KOro He-
[aBHO Pa3BHACS aHTHOOTeK rocae 40 aeT, 1 Ha-
AWYHS HeTaTUBHOM ceMetiHoM ncropuu mo HAO.
C1q moutu Bcerga HopMaabHbIH 1pu HAO u cHU-
kaeTcd y 75 % manmeHToB ¢ [IAO. Clq moxer
OBITH HOpMaABHBIM I1pu [TAO, 0COGEHHO V TTAIH-
€HTOB, IPUHUMAIOIINX aHAOOANYEeCKUe aHIpoTre-
HbI. MHOTME narumeHTs! ¢ [IAO uMeroT ayToaHTH-
Teaa, KoTopble nHakTUBHUpPYyoT C1-INH [1, 2, 3].

Bcem B3pocabIM mamueHTaM C AeUIIITOM
C1-UHT u penuguBUPYIOUIMMH aHTHOOTEKaMU
6e3 KpanmuBHUIIEI, HO O0e3 ceMefHOTO aHaMHe3a
UAM BbIgBAeHHOU MmyTaluu B reHe SERPING1, pe-
KOMeHyeTcd UccaeoBaHue ypoBHeH Clq dpak-
UM KOMIIOHeHTa KoMImaeMeHTa (C1lq) B KpoBH U
onpeneseHue Haamdnug auTuTes K C1q B KpOBH 1Ad
HCKAIOYEHUS IPHOOPEeTEHHOro aHTHooTeKa [2, 4].

CexkBenupoBanue reHa SERPING 1 moxkeT 11o-
MOYb B JIUATHOCTHYECKOM HCCAEIOBAHUU HEKO-
TOpPBIX nTanueHToB ¢ HAO-1/2 (BKAro4asa IpeHa-
TaABHYIO TUATHOCTHKY), OMHAKO OHOXUMHIECKOe
TectupoBaHue C1-INH adderTrBHEE U mereB-
A€, YeM I'eHeTHYeCKoe TeCTHpoBaHue [2].

Ho ectp uckarouenue: HAO ¢ HOpMaAbHBIM
YPOBHEM U (DYyHKITHOHAABHON aKTUBHOCTBHIO HH-
ruburopa Cl B HacTodIlee BpeMs MOXKeT ObIThH
OUAaTHOCTUPOBAH TOABKO C IIOMOIIBIO TeHeTHYe-
CKOT'0 T€CTHPOBAHHS, KOTOPOE CTAHOBUTCS BCE
6oaee TOCTYIHBEIM. Y MAIIHEHTOB C HOPMaALHBIM
ypoBHeM u yHKImei C1-INH, nogo3peBaeMbIxX B
Haamuynu HAO, caegyeT IpoBECTH F'eHETUYECKOe
TectupoBaHue Ha HAO ¢ myranueii B rene F12
(dpaxTop cBeprriBanuga XII), HAO ¢ myraiueii B
rede ANGPT1 (aurnomoatus-1), HAO ¢ myTanu-
eii B ree PLG (maaszmunoreH), HAO ¢ myranueit
B reHe KNG1 (kuHuHOreH-1), HAO ¢ myranue#
B reie MYOF (mmuodepans), HAO ¢ myranueii B
rene HS30OST6 (remapaHcyAbdaT-rAIOKO3aMUH
3-O-cyanbdorpancdepasa 6) [3].
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OuddepeHnuarbHbIH AHATHO3

1. ITpuo6perennas popma auruooreka ([TAO)
oTHOcUTCs K peHokornuu HAO, MMeeT CXOIHYIO
kaptuHy ¢ HAO, HO He HacaeayeTcs, a Ipuodpe-
TaeTcs B IIpoliecce XU3HU. [laToaorus B cucre-
Me KOMIIAeMEeHTa 00ycAOBA€HA BBIPAOOTKOMN aH-
TuteA K C1-MIHI" uAM NOBBINIEHHBIM €T0 IIOTpe-
6aenueM. Ilpu aabopaTOpHBIX HCCAEIOBAHUSIX
OTMeYaeTcsl CHUXKEHHE KOAUYEeCTBa UAM (PYHK-
MUOHaABHOM akTUBHOCTH Cl-mMHTHOHUTOPA, KAk
IIpaBHAO, MEHEe BbIpakeHHoe, 4yeM npu HAO.

2. AHTHOOTEKH, OCHOBHBIM MEIHATOPOM KO-
TOPBIX IBASIETCS THCTaMUH.

3. AHTHOOTEKHU, BBI3BaHHbIE HHTHUOUTOpA-

mu All® u aHTArOHHUCTOB PELEIITOPOB AHTUO-
Ten3uHa II.
4. AeKapCTBEHHOUHYIIMPYEMbIE€ aHTHOOTEKH.
5. AHTHOOTEKH, CBSI3aHHbBIE C MUINEBON He-
I€PEHOCUMOCTBIO.
6. T'unotupeos.
7. YpTUKapHBIH BaAaCKyAHUT.
8. [TocTOIHHBIH OTEK KOXKHU AWUIA U IIIEH.
9. Cunapom Measkepccona-PozenTaad.
10. Anacapka u ap. [4, 5].
AeuyeHHe
B cayuae nmoarBepxkaenuda auaraosza HAO He-
006X0IUMO OIIPEAEAUTHCSI C A€UEOHON TAKTHUKOH
Yy KasKZIoro KOHKPETHOrO TTalueHTa.

Tabnuua 1

CpaBHUTeNbHaA xapaKTepucTKa npenaparos, HasHayaembix naymeHtam ¢ HAO I u ll Tunos
ANnA KynupoBaHuA oTeKkoB B Poccunckon Oepgepaunnm, ctpaHax EBponeiickoro cotosa,
CoepguHeHHbix Ltatax Amepuku n Kanape [1, 2, 4, 7]

JlekapcTBeHHble ®depepanbHble MexpyHapoaHbiii/ PekomeHpauumn PekomeHgauumn BcemupHoii
npenaparbi KNVHNYecKne KaHagcKkui MepyiynHckoro opraHusauyuu no anneprun/
pekomeHpauumn HAO rangnarniHic HAO KOHCYNbTaTUBHOIO EBponenickoii accoumnauunm
(2020) (2019) coBeta AHAO CLUA ANNeprosioroB M KIANHNYECKUX
(2020) ummyHonoros WAO/EAACI
(2021)
WHrnéuTop C1, 20 ME/kr B/B petn PekomeHnpyetca Pekomenpyetca Pekomenpyetca
NOoNyYeHHbIN 1 B3pocCsible
13 nnasmbl
(pdC1-MHT B/B)
PekoMOVHAHTHBbIN He 3apeructpuposaH PekomeHnpyetca Pekomenpyetca PekomeHnpyetca
nHrnéutop C1 yeno- B PO
BeKa
(rhC1-WHT 8/8B)
30 Mr n/K — B3pocsible
MkatnbaHT C 2 neT, B 3aBUCUMOCTH PekomeHpyeTca PekomeHnpyetca PekomeHpyetca
OT Macchl Tena.
12-25 kr 10 mr,
26-40 kr 15 mr,
41-50 kr 20 mr,
51-65 Kkr 25 mr,
> 65 kr 30 mr
DKanaHTug He 3apeructpupoBaH Pekomenpyetca Pekomenpyetca PekomeHnpyetca
B PO
CBeXKe3aMOpOXKeH- 400 mn B/B B3pocble, Pekomenpyetca PekomeHnpyetca PekomeHpayeTca TONbKO Npu OTCyT-
Has nnasma 10 Mn/Kr maccbl Tena TONbKO NPU OTCYT- TOMNbKO MpPU OTCYT- CTBUW peKoMeHA0BaHHON Tepanumn
B/B oeTn CTBUWN PEKOMEH[0- CTBUW PEKOMEH[0- B CJ/lyYae NpucTynoB, yrpoxatoLmnx
BaHHOW Tepanumu BaHHOW Tepanuu PKU3HN
B C/lyyae NPUCTYNoB, | B Cllyyae NPUCTymnos,
YrPOXAOLNX XKU3HN | YrPOXKaoLLNX XKU3HN
MpumeyaHue:

AHAO - Accoumnaumsa no n3yyeHuto HacneacTBeHHOro aHrnooteka CLUA;

WAO - BcemunpHas opraHusauma no anneprumy;

EAACI - EBponeiickas akagemus anneprosiormm u KINMHNYeCKom UMMYHONOMNN;
rhC1-VIHI — peKoM6UHaHTHbIN HIM6UTop C1 YenoBeka;
pdC1-UHT — nHrnéutop C1, NnonyyeHHbI 13 Nna3mMbl BHYTPYBEHHO.
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Tepanmsas HAO cocrouT u3 TpexX OCHOBHBIX
KOMIIOHEHTOB!:

1) KyIIMpoOBaHHUY OTEKOB;

2) KpaTKOCPO4YHOH IIPOPHAAKTHKH (IIEeper
OIlIEPAaTUBHBIMH BMeNIaTeABCTBaAMU U CTOMAaTO-
AOTHYECKHUMHU MaHUIIYAIIIUSIMH);

3) LOATOCPOYHOM IPOPUAAKTHKY ITPU THKE-
AOM TEYEeHUH HAU YaCTBIX IIPUCTyIax 3aboseBa-
HUS (IpopHAaKTHKA PEIUIUBOB) [4].

CoraacHo KoHceHCyCy B OTHOLIEHHUHU lieaeH
A€YEHUS HACAEICTBEHHOTO aHTHOOTEKA CAEAAHBI
caemyronre BEIBOAE! («[aobaabHas neabduiickas
HHUITUATHUBAY):

1. ITpu olleHKE KOHTPOAS Ha 3a00AeBaHU-
€M U HOPMaAMU3alllH KH3HHU ITaIlEeHTOB CAELY-
€T YIUTBIBATh OpeMst 60A€3HHU U OpeMsl AedeHUs.

2. Komeunasa 1eab aedenuss HAO — mocTudb
OTCYTCTBHS IIPHUCTYIIOB aHT'HOOTEKA.

3. JOCTYITHOCTD YAYUITIEHHOM TeparIiy U yIIpaB-
AeHMe 3a00AeBaHHEM 3a IIOCAEIHEE EeCATHACTUE
LEeAQIOT ITIOAHBIM KOHTpoab Hazm HAO peaabHOI
BO3MOKHOCTBIO [1AsI GOABIIIMHCTBA ITAIIUEHTOB [6].

OCHOBHO# TOaX01 K (papMaKOAOTHIECKOH I10-
MOIIY [IPU HACAEACTBEHHOM aHTHOOTEKE BKAIO-
qaeT B cebd 4 mpuHIUIIA: 9(P(PEKTUBHBIE pellle-
HUS TIPH HEOTAOXKHOM ITOMOIITH «IT0 TPEOOBAHUION,
paHHee A€YEeHME JIAS IPEAOTBPAIICHUS PA3BUTHSI
TIPUCTYTIA, ACYEeHHUE OTEKOB HE3aBHUCHUMO OT MECTa
AOKaAHW3aIINHN U BKAIOUEHHE IOATOCPOYHOM Ipo-
¢drAaKTUKHM Ha OCHOBE KOHCEHCyCca Bpada U IHa-
ueHTa [2]. B HacTosIiee BpeMs pa3paboTaHbl U
OOHOBASIFOTCST PA3ANYHBIE PEKOMEHIAITUH 1 PYKO-
BOJICTBA IT0 AuarHoctuke U aedeHuio HAO. Ileau
HACTOSIINX PEKOMEHIAIINH U PYKOBO/ICTB 3aKAO-
YaroTCs B TOM, YTOOBI ITOMOYE BpadaM U MallheH-
TaM, IIPEIOCTABASIS PEKOMEHIAIIHNH I10 OOIITUM U
BasKHBIM KAMHHYECKHM BoIlpocaM B AedeHnu HAO
(Taba. 1).

[MTammmenToB ¢ HAO I u Il TunoB pekomeHay-
eTcs 00eCIIeYnTh IpernapaTaMi A KyIIupoBa-
HUS OTEKOB Ha IOMY MU OOYIHUTH TEXHUKE CaAMO-
CTOSITEABHOTO BBEICHHUS OAT PAHHETO KyITHPOBa-
HUS OTe€Ka U IIpeaoTBpallleHNusd (paTasbHOTO HC-
xoza (Taba. 2).

Tabnuua 2

CpaBHUTeNbHaA xapakTepucTiKa npenaparos, HasHadyaembix nayueHtam ¢ HAO | u Il Tunos
ANA KpaTKocpouHoi npodunaktuku B Poccniickon ®egepauum, ctpaHax EBponerickoro cotosa,
CoepunHeHHbix LTtatax Amepukn n Kanage [1, 2, 4, 7]

JlekapcTBeHHble ®depepanbHble MexpyHapoaHbin/ PekomeHpaauun PekomeHpauumn
npenaparbl KNNHNYyeckune KaHaAcKuin MepaununHckoro BcemunpHon
pekomeHgauumn HAO rangnarinc HAO KOHCYNbTaTNBHOIO opraHusayumn
(2020) (2019) coBeta AHAO CLLUA no anneprum/
(2020) EBponeiickoin
accoymauumn
annepronoros
N KNNHNYeCKNX
MMMYHOJOroB
WAO/EAACI
(2021)
WHrmnéutop C1, 1000 ME B/B B3pOC/ble, Pekomenpyetca PekomeHnpyetca PekomeHnpyetca
MOJTy4eHHbIN 13 MNasmbl 15-30 ME/kr B KauyecTBe NnepBou JIMHAN B KauecTse nepBou IMHNM B KayecTBe
(pdC1-UHT B/8B) Macchl Tena B/B aeTu nepBo NMHNN

TpaHeKCamoBaA KNcioTa

Kak npenapar
BTOPOW NNHUN

Kak npenapat
BTOPOW IHWM

Kak npenapar
BTOPOW IMHUN

PekoMOUHaHTHBIN He 3apernctpupoBaH B PO | KoHKpeTHaa pekomeHzaLms PekomeHnpyetca PekomeHpyeTca
nHrnéutop C1 yenoseka He yKa3aHa
(rhC1-UHT B/B)
AHpporeHbl/ PexkomeHpyeTca Pekomengyetca PekomeHpyeTca PekomeHnpyetca

Kak npenapar
BTOPOW NINHWY

CBeXXe3aMOpOXKEHHas
nnasma (Tonbko npu
OTCYTCTBUW UHTMOUTOPA
C1-3cTepasbl YenoBeka)

400 mn B/B — B3pOC/ble,
10 MN/Kr Maccbl Tena aetn

CnepyeT paccmoTpeTb
BOMPOC O NPUMEHEHNM
KpaTKOCPOYHOW
npodunakTnku po/
BO Bpema/nocne fencrsna
cneumoryecknx
[J1 NauueHTa TPUrrepoB
1 npu NobbIx
MeaULMHCKINX/
XNPYpPruyeckmnx/
CTOMATOSNIONMMYECKNX
npoueaypax

PekomeHnpyetca

PekomeHpyetca

PekomeHnpyetca
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Tabnuua 3

CpaBHUTeNbHAA XapaKTepucTuKa npenaparos, HasHayaemMbix naymneHtam ¢ HAO I m Il Tunos
ANnA ponrocpouHoi npopunakTuku B Poccuinckon @epepauun, crpalHax EBponeiickoro cotosa,
CoepguHeHHbix lTtatax Amepuku n Kanape [1, 2, 4, 7]

JlekapcTBeHHble DepepanbHbie MexpyHapogHbin/ PekomeHpauumn PekomeHpauumn
npenaparbl KNMHNYecKne KaHapackuin MepauuymHcKoro BcemupHon
pexkomeHpauuu HAO (2020) ranpnaiic HAO KOHCYNbTaTUBHOIO opraHusayumn
(2019) coBeta AHAO CLLIA no annepruu/
(2020) EBponeiickori
accoumaunn
anneprosoros
1 KNNHNYECKNX
MMMYHOJIOroB
WAO/EAACI
(2021)
Nanagenyma6 3apeructpupoBsaH B PO PexkomeHpyetca Pekomengyetca Pekomengyetca
B2021r. Kak npenapat nepsom Kak npenapar nepsou Kak npenapart
NNHUN NNHUN nepBow MMHUK
WNurnéutop C1, 500-3000 ME B/B 2 pa3sa PexkomeHpyetca Pekomenpyetca Pekomenpyetca
NoJTyYeHHbI 13 Nnasmbl B Hefienio — B3pocsible, KaK npenapar nepsou Kak npenapart nepsou Kak npenapat
(pdC1-MHT B/8B) 20 ME/Kr maccbl Tena 2 pasa NNHAK JIMHAN nepBow AMHUK
B HeAenio — fetn
PekoMOUHaHTHbIN
nHrnéutop C1 yenoseka He 3apeructpuposaH B PO PekomeHpyeTca Pekomenpyetca PekomeHpyeTca
(rhC1-VHT B/B) Kak npenapat nepsom Kak npenapar nepson KaK npenapar
NNHUN NINHWN nepBow MMHUK
bepoTpancrat He 3apeructpuposaH B PO KoHkpeTHasa pekomeHgauua Pekomengyetca Pekomengyetca
He yKa3aHa Kak npenapar nepsou Kak npenapat
TIMHUN nepBow MMHUK
AHApoOreHbl n [aHazon - 100 mr yepes PekomeHnpyetca Pekomenpyetca Pekomenpyetca
AHTUGUOPUHONNTIKI 1 peHb — 600 Mr/cyTKin Kak npenapat BTOpou Kak npenapat BTOpou Kak npenapat
B3POCSIbIE; TONIbKO AETAM, NNHUN TINHWN BTOPOW IMHWM
pocturwmm V ctagum
MoJI0BOro CO3peBaHnA
no TaHHepy, 2,5 Mr/Kr
Maccbl Tena (MakcMmanbHas
opHOKpaTHaA fo3a 200 mr)
MporecToreHbl — TONbKO
ONA XKEHLWMNH AeTOPOJHOro
Bo3pacTa. CornacHo
NHCTPYKLMK
K KOHKPETHOMY npenapary.
Y peten — He NpuUMeHAeTCcA

[MTartuentam ¢ HAO I u II TunoB nepen mmpo-
BeeHUEM CPOYHBIX U IIAQHOBBIX OIIEPATUBHBIX
BMEIIaTEALCTB, B TOM YHCAE€ MaAbIX (M CTOMAaTO-
AOTHYECKHUX MaHUIIYAIINH), HHBA3UBHbBIX M€IH-
IIMHCKHUX HCCAEIOBAHUN B KadecTBe IIPEeMeU-
KallUd PEeKOMEHIyeTCs BHYTPHBEHHOE BBeje-
HHe mpernaparta uHruomropa Cl-scTepa3sbl de-
AOBEKA AT CHHUXKEHHS PHCKa Pa3BUTHS OTEKOB.
B cayuae orcyrcrBus naruouTopa Cl-3cTepasnl
JyeaOBeKa pPeKOMEeHAyeTCd HadaThb IIPHeM JaHa-
30Aa HAW YBEAWYUTH N03y aHa30Aa B 2 pasa oT
HCXOHOM (€CAM ITaIlMeHT IoAydaeT 0a3uCHYIO
Teparnuio IpernapaToM AaHa30A0M) 3a S5—7 mHel
[0 TIAAHUPYeMOM MaHUunyAdriuu. Yepes 3—4 gHsa

II0CAE€ OIIEPATHBHOIO BMeIllaTeAbCTBa / MHBa-
3UBHOT'O HCCAE€NOBAHUS PEKOMEHIYETCS OTMe-
HUTH JaHAa30A UAH BEPHYTBHCS K MCXOTHOH M03€
6asucHolf Tepanuu. B cayuae OTCYyTCTBHS MHTHU-
6utopa Cl-3cTepasnl U faHa30Aa PEKOMEHIYeT-
Cd BBOJAUTH CBEXKE3aMOPOXKEHHYIO ITAa3My. AH-
[OpPOreHbl U aHTH(MUOPUHOAUTHUKU CAEOAYET pac-
cMaTpUBaTh B Ka4ecTBe IIperapaToB BTOPOH AU-
HUU TTPOPUAAKTHUKHY (TabA. 3).

3a nocaegHMe rofbl IIOAXOABI K JOATOCPOU-
HOM mmpoduaakTUKe y namueHToB ¢ HAO u3me-
HHAHWCBH 32 CUEeT II0SBACHHS HOBBIX METOOB A€Ue-
HUSI, UMEIOIITHUX OOABIIYI0 9(p(PEeKTUBHOCTD, 6€3-
OIIACHOCTH U A€TKOCTH B IIPUMEHEHHUHU AT CaMO-
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CTOSITEABHOTO UCIIOAL30BaHUs. [IpuHaTHE pere-
HUS O IOATOCPOYHOM ITPO(PUAAKTHUKE OCHOBBLIBA-
eTcs Ha ee I1eAeCO00Pa3HOCTH AT KasKIO0TO KOH-
KpPEeTHOro narueHTa. [Ipu 9ToM JOAKHBI VIUTHI-
BaThCsd 4YaCTOTA aTak, TIXKECTb OTEKOB, COIIYT-
CTBYyIOIIIHE 3a00A€BaHUsI, JOCTYII K HEOTAOXKHOH
IIOMOIIM, KAa4YeCTBO KU3HU TaieHTa [1, 2, 6].

[TOCKOABKY CYIIIECTBYIOT 3HAYHUTEABHBIE Pa3-
AWYHS B CIIOC006axX BBENEHHU, IIPOPUATIX IT060U-
HBIX 3(p(PeKTOB U 3PPEKTUBHOCTHU MEXKIY ITUMHU
IpenapaTaMy, IIPeaIouTeHIUs IallleHTa 1 OIIBIT
HeOoOXOaUMO VIUTBHIBATh MPU BbIOOpe Hauboaee
IOAXOAIIEY Tepartii.

K HOBBIM AeKapCTBEHHBIM IIperaparam, 3a-
perucTpupoBaHHBIM B Poccutickoit ®enepariuu
(04.2021) mas mOATOCPOYHOM IPOMPHUAAKTHUKH Y

nareHToB ¢ HAO crapmie 12 AeT, oTHOCUTCH
AaHaneaymab (Tak3aiipo) — 4eA0BEYeCKOe MOHO-
KAOHAABHOE aHTUTEAO, MHTHOUTOP KAAANKPEHHA
naa3Mbl. B xone IpoBeieHHBIX KAMHHYECKHUX UC-
caemoBaHUl B TedeHUe 2,5 rofga ObIAN [TOKa3aHbI
3 PEKTUBHOCTDL U 6E30IIaCHOCTEL JAHHOTIO IIpe-
raparta IAS JOATOCPOYHOH ITPOPHUAAKTHUKH [2, 8].
CaMocTogTeAbPHOE BBEEHHE HMMEET pellla-
Iolllee 3HaYeHue 1Ad 9(PPEKTUBHOHR TepaIIuy I10
TpebOoBaHUIO, TOCKOABKY OBIAO ITOKA3aHO, UTO
paHHee AeUeHUe B Xoe IpUcTyna bosee apdek-
TUBHO U MOIKET IIPENOTBPATHUTH OCAOKHEHHUSI.
[oMmalrasasa Teparis YMeHbIIIaeT TIKeCThb U
IPOIOAXKUTEABHOCTEh IpuctynoB HAO, cuHuxka-
eT 3a60AeBaEMOCTb U HHBAAUIU3AIIHIO U MOXKET
3HAYUTEABHO YAYYIIUTH Ka4eCcTBO KU3HU [0].
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