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AHT'MOOTEKUN:
KIJACCUDPUKAIUA, TUATHOCTHUKA, I1IOAXOJAbI K TEPAIINU

bopucosa T.B., C.N. CokypeHko

®edeparbHbIl HayYHO-KIMUHUYECKUL UeHmp crieyuanu3uposaHHblX eu0oe MeduUUHCKOU rnomMowu
u MeduuyuHcKux mexHomnoauti ®MBA Poccuu

AHTHOOTEK — 3TO JIOKAJTN30BAHHBIN 1 CaMOI/ISOJII/IpOBaHHbH‘;I OTEK HOHKO)KHOﬁ n HOI[C]IHBI/ICTOfI
JIOKaJInu3allnu, BBI3BAHHBI BPEMEHHBIM TTOBBIINEHUEM TIPOHUIAEMOCTH KallWJIJIAPOB H3-3a
yBeJIUYECHUA COJIEPRaHNSA BA30AKTHBHBIX ME/IMAaTOPOB. AHFI/IOOTGK, HpOTeKaIOIHI/IfI 6e3 ABJICHUI
KpallMBHUILBI, [IOJIKEH paCcCMaTPUBATbCA KaK CaMOCTOATEJbHOE 3aboseBanue. B cBasu ¢
OTCYTCTBUEM O6H_l€HpI/IHHTOI>'I KJI&CCI/I(I)I/IKaL[I/II/I, ANAarHoCTUKa IMPEeACTaBJIACT CJIOKHOCTH. B
HacToAmlee BpeMs BbIJIECJAIOT 4 BUja HpI/IO6p8TeHHOFO n3 B1/la HaCJI€/ICTBEHHOTO aHTMOOTEKA. B
JITaHHOM 0630pe IpeACTaBJICHBI O606HleHHbIe JIaHHbIE I10 K]IaCCI/Iq)I/IKaIII/II/I 1 JICHCHHIO aHTMMOOTEKOB.

Knioueeswie cnosa: AHTHUOOTEK, KIIMHNYECKast UMMYHOJIOTHA, I€EPMATOJIOTHUA, KpallMBHUTIIA.

CLASSIFICATION, DIAGNOSIS, AND APPROACH TO TREATMENT
FOR ANGIOEDEMA

Borisova T.V., Sokurenko S.I.

Angioedema is defined as localized and self-limiting edema of the subcutaneous and submucosal
tissue, due to a temporary increase in vascular permeability caused by the release of vasoactive
mediators. When angioedema recurs without significant wheals, the patient should be diagnosed to
have angioedema as distinct disease. In the absence of the accepted classification, different types of
angioedema are not uniquely identified. Four types of accuired and three types of hereditary
angioedema were identified as separate forms from the analysis of literature. Here, we summarize

the data and the resulting classification and treatment of angioedema.
Key words: angioedema, clinical immunology, dermatology, urticaria.

Anrmnoorek (AO) — 2T0O pe3yJbTaT JOKAJIbHOTO
MOBBINIEHUST TTPOHUIIAEMOCTU TO/ICAU3UCTBIX U
MOJIKO’KHBIX KAIWJIJIIPOB M BEHYJI, KIMHUYECKU
XapaKTepuayeTcsl JIOKAJTN30BAaHHBIM BHE3AITHO
BO3HWKAIONUM TPAH3UTOPHBIM U YaCTO PeIyIn-
BUPYIOIINM OTEKOM KOKU U CJTU3UCTHIX 000T0UEK.
AHTHOOTEK MOKET MPOTEeKaTh B COYETAHWU C SIB-
JIEHUSIMU KPANUBHUIBI WU B W30JUPOBAHHOM
BHUJIE, HE COTMPOBOKAASICH 00OPA30OBAHUEM BOJI/IbI-
peii u 3yzom [1]. BriepBble manHasg cuMrnromaTuka
6buta onucana lerpuxom KBuHKe, HEMEIKUM Te-
pariesToM, B 1882 roay u Oblia HazBaHa UM <aH-
rHOHEBPOTHYECKUM OTeKoM». [. KBunke ObLt 11ep-
BBIM aBTOPOM, KOTOPBIIl paCCMaTPUBAJ aHTHOOTEK
Kak caMocTositesibHoe 3abosieBanue. Yepes HeKO-
topoe BpeMmst (1888 1), Yunbsam Ociiep omy6mmko-
BaJI 0OJIBINYI0 paboTy, MOCBSIIEHHYIO 3a00JeBa-

HUIO, KOTOPOE BIIOCJIE/CTBME OBbLIO Ha3BaHO Ha-
caenctBeHHbIM aHrnootekoM (HAQO). B 1963 ro-
ny JloHamb/icOH 1 DBAHC OIPEIETUIN, YTO BPOXK-
nennbiil gepunut C1-uHrnOMTOPA JIEKUT B OCHO-
Be 3aboseBanust, onucanuoro Ocyepom. JleBsThio
rogamu cirycTst Kosisesns ¢ coaBTopamu onucanu
KJIMHUYECKUN Cydyall aHTHOOTeKa y TalueHTa, Y
koToporo gepunut Cl-unrubéuropa He ObLI TeHe-
TUYECKU JeTEPMUHUPOBAH, a SIBJSAJICS CIECTBU-
eM HaJIMIug y maruenTsl gumM@ocapkomel. B mo-
cJIeIyIOTeM, HMCCJIeloBaTeN N MaTOOU3UO0JIOTUN
AHTHOOTEKOB OIIPEe/ININ POJIb OpaiuKUHIHA B
JaHHOM 3a00JIeBaHUM, YTO OBLIO MOATBEPIKIEHO
3¢ PeKTUBHOCTBHIO clleuPUIeCKNX aHTarOHUCTOB
[2]. TosiBaierne B 1980 roxy MHTHOUTOPOB aHTHO-
TeH3uH-npespaiaioiiero depmenta (MAIID), B
yucsie TOGO0YHBIX 2((HEKTOB KOTOPBIX BHISBJISIN
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AQHTHOOTEK, NIPUBEJIO K 3HAYNUTETLHOMY yBeJHMye-
Huio pacrpocrpanenHoct AO 1 BBIBEJIO Ha BTO-
pPO€e MEeCTO TI0 YUCJTY TOCITUTAIU3AINI MaIneHTOB
C aJIIeproraToJIOTHel TIoc/Ie aCTMBI.

Pasnoobpasue MpuYuH U TPYAHOCTD TUATHOC-
TUKH CO3/IAJIO TIPEIITOCBLIKK K CO3JIAaHUIO eIMHOM
kaaccuduranyyu AQ, 4To U ObLIO UHUIUUPOBAHO
EBpormeiickoit Accoruarueil ajjgeprojoroB u
KJIMHUYECKUX UMMYHOJIOTOB, a PE3YJIBTaThl OBLITH
JI0JIOXKEHBI B BUJle KoHceHcyca ocenbio 2012 roxa
Ha KoHTpecce accormanuu B Wtamuu [3]. Beuio
BBIJIEJIEHO 4 THUIa TPUOOPETEHHBIX aHTMOOTEKOB
(ITAO) u 3 tumna nacnenctenubix (HAO). B nan-
HOM 0030pe TpejicTaBIeHbl 0000IeHHbIE JaHHbIE
no kKjaccudukanuu m noaxoay k Jedenuto AO
(6s10K-cxema Ha cTp. 72).

OO0uIre maroreHeTHYeCKNe CBEIEHHs

C1-uHrubuTop — 910 OLo-rI0OYIUH C MOJIEKY-
ssproit maccoir 105 k/la, 4ieHn cemeiicTBa MHTU-
OUTOPOB CEPUHOBBIX MPOTEA3, K KOTOPOMY OTHO-
CATCS TaKKe OL-aHTUTPUIICHH, aHTUTpoMOuH 11T 1
anrnorensunoret. len SEPRING1, kogupyionimii
C1-unruburop, Haxoaurcs Ha xpomocome 11. C1-
UHTHOUTOP — MPOTeasa TIa3Mbl, MPOLYIIUPYeMast
B IE€YeHU, MOHOIIUTAX, Merakapuobmiacrax, Gpuod-
pobJacrax.

Hecmorpst Ha T0, uto C1-MHrHOUTOP SCTEPa3bI
Ha3BaH TaK M3-3a JIeUCTBUSI HAa 1-I KOMIIOHEHT
KOMILIeMEeHTa, GeJIOK TakKe WHIHOMPYEeT KOMIIO-
HEHTBI (DUOPUHOTIUTHIECKOTO, KOATYJISIIINOHHOTO
U KUHUHOBOTO TyTeil. B wactHoctu, C1-unrnbu-
Top mHaKTHUBHUpYyeT (akTop Xaremana (daxkTop
XITI), akruBupoBanubiii pakTop XI, npejiecTBen-
HUK TPOMOOILIACTHHA TIA3Mbl U KaJJIMKPEUH, a
camoe TiaBHoe — jefictBue Cl-unruburopa mpu-
BOJIUT K TIO/IABJICHUIO TIPOAYKIMY OpaJIMKUHIHA —
OCHOBHOTO Me/INaTOPa, y4aCTBYIOIEro B pa3BUTUI
HAO, ITAO u AO, cBsizarHoro ¢ mpuemom nAITD.

Bo Bpems npucryna HAO npoucxoanT akTuba-
ST HECKOJIBKUX CHCTEM: KOHTAaKTHOW OparKu-
HIHOOPa3yollell KaJTMKPEMH-KUHHHOBOW CUCTe-
Mbl, (pakrop XII-3aBucumoro GubpuHOIUTHYEC-
KOTO KacKa/ia M KOMIIJIEMEeHTa, TPEeuMYTIEeCTBEHHO
M0 KJIACCUYECKOMY ITyTH.

Houonamuueckuii zucmamunepzuneckuil

npuodpemennvlil anzuoomex

JlnutenpHas Tepamus aHTUTUCTAMUHHBIMU
npenapatamMu rnpenoTspamaer pernugaus AO y
60s1b1I0r0 YKcIa nanurenToB. Takoii Bug AO ompe-
nessgeTcss Kak TUCTaMUHEPTUYecKuil. JTo mojpa-
3yMEBaET POJIb TYYHBIX KJIETOK 1/¥in 6a30(huios

U TIPE/III0JIaraeT He3HAYUTENBHYIO POJIb OPajinKu-
HUHA U JIPYTUX Ba30aKTUBHBIX BEIECTB B IaTOre-
Hese. CojiepkaHue rTuCTaMUHA B CbIBOPOTKE TaKUX
MAIMEeHTOB MOBBINIEHO. CUMITOMBI AJIJIEPTONaTO-
JIOTUU TaK’Ke TIPUCYTCTBYIOT Y TAIMEHTOB JaHHON
TPYIIIBL, 9TO OOBIYHO TOATBEPIKIAETCS TOJIOKHU-
TEJIbHBIMU KOKHBIMU TIPOOAMU ¥/WMJTH 3HAUYNTEb-
HBIM TOBBIIIEHUEM YPOBHSI OOIIEro /UK CIIeln-
uuecknx IgE. [lpuumnoii yarie Bcero CIyKUT
IIpUeM JIeKaPCTBEHHBIX CPEJICTB, MUIIEBBIX ITPO-
IYKTOB, YKYCbl HaceKOMBbIX. Takike BBISIBJIeHA
CBA3b MEXY WHPEKIMOHHBIMUA W ayTOMMMYH-
HbiMu 3a00seBanusMu ¢ AQ, HO, B TIEJIOM, 9TO JI0C-
TATOYHO TPY/JHOJ0Ka3yeMo. B oHOM u3 uccieso-
BaHMiT ObLTa MokazaHa cBsi3b pazsutust AO ¢ JeH-
TaJbHOU TPaHyJIeMOW, CUHYCUTOM, MOYEIIOJIOBO
nHpeKIreld, HO JOCTOBEPHO YCTAaHOBJIEHA JIUITHh
cBa3b obocrperns HAO ¢ undunuposanem H.
Pylori. Korma wuckiioueHa asiepromnaTosioTHs, a
JIpyrasi STUOJIOTUSI HE MOKET OBITh JOCTOBEPHO
naeHTuUIUPOBaHa, TUCTAMUHEPTUYECKUN OTeK
MPU3HAETCS UAMONATUYECKUM. Y TaKUX TalieH-
TOB HaOJIIO1aeTCsT BhIPpaKeHHbII ahheKT OT mnpue-
Ma BBICOKHMX /103 aHTUTMCTAMUHHBIX ITperapaTos,
KOTOpbIe Ha3HAYAIOTCS €5KeIHEBHO € PO UIaKTH-
4yeckoii 11esibio. TeMm He MeHee, IIPUYMHA, BbI3bIBAIO-
1asi BBICBOOOK/IEHE THCTAMUHA, Y TAHHON TPyTI-
B TTAITMEHTOB Hen3BecTHA. /[narnocTimaeckuii mo-
HCK B 9TOM CJIy4ae BKJIOYaeT B ce0st mocseoBa-
TeJTbHOE MCKJIOYeHNe BCeX MPUYUH BO3HUKHOBE-
Hug AO 1 OCHOBBIBAaeTCS Ha KIMHUKO-aHAMHECTH-
YeCcKUX JMaHHBIX. VcKimoyaeTcs ayTOMMMYHHAs U
uH(peKIMOHHas Ipupoga 3aboaeBaHus, AeUIUT
C1-unru6uropa, myraius B pakrope XII [1]. [Tpu
BBICOKON BEPOSTHOCTH aHA(DUIAKTUUECKON TIPU-
POJIbI U3MepseTCs yPOBEHb TPUIITA3bl, ITPOBOJISATCS
KOKHbBIE aJIIEPropoObl, ONPENENSIETCST YPOBEHb
obmiero u crieruduueckux Ig E. [Tpu nogospermn
Ha TATOJIOTUIO COeIMHUTENbHOW TKAaHU UJIN YPTU-
KapHBbII aHTUUT TPOBOJSATCS CJEAYIONINE UCCTe-
JIOBAHMS: PEeBMATOUIHBIN (DaKTOp, aHTUHYKJIEap-
Hble aHTuTeNa, ypoBeHb C3/C4 KoMIsIeMeHTa, aH-
tutena K C1q KOMIOHEHTY KOMILJIeMeHTa. BbisaB-
JieHWe U CaHaIs 09aroB XPOHNYECKON MHMEKITNN
uHoraa ObiBaet a(hHEKTUBHO, KOT/Ia HE BbISBJISIOT-
cs apyrue npuunnbl AO. B 3akiouennn Haso cKa-
3aTh, YTO W/UOINATHYECKUE TUCTAMUHEpruyecKue
pUOGPETEHHbIE AaHTHOOTEKH, SIBJISTIOTCST HAMOOJTee
yactoit (popmoit AO. Kimnnyeckue u maToreHeTH-
JyecKre TPU3HAKK OJIM3KU K TAKOBBIM MTPU XPOHU-
YeCKOW penupnuBupyolieid KpanuBHUIbl. OCHOB-
HBIMU TIPerapaTaMu /i JIedeHUsT SIBJISTIOTCS aHTH-
ructamMmuunble perapaTshl u [KC.
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NMPUOBPETEHHbLIN

MNONOXWUTENBHAA PEAKLUNA HA

@ AHTUTMCTAMUHHBIE NC
NPUYUHA HEU3BECTHA
HET PEAKLUMW HA
AHTUTMCTAMMHHBIE NC
NEYEHUE wAN® OPYTUXMPWUYKH PA3BUTHUA OTEKA
HET
JOEOULUT C1-MHTUEUTOPA OTCYTCTBME HACNEACTBEHHOI 0

AHAMHE3A. JEBIOT >40 NET

i}

v

FEHETUYECKMW OBYCNOBMEHHbLIN

ANEOUUUT C1-UMHTUBUTOPA AE®ULINT C1MHIMBEUTOPA
MYTALMA ®AKTOPA XII
HOPMA C1-UHT MBUTOPA
% HEYCTAHOBJIEHHASA MPUYMHA

Manonatnyecknin rucTaMmuHepruHec kni
npunob pereHHbl i aHT OHEBPOTHHEC KW

oTex

WaouonaTtuyeckuit He rMCTaMmMHepruyec Kni
npuob peTeHHbI it aHTM OHEBPOTHYEC KA
oTeK

lMpnobpeTeHHbI aHr MOHEBPOTHHECKHI
OTeK, CEA3aHHbI i ¢ npuemom WATD®

MpuobpeTeHHbIR aHTMOHEBPOTHHECKNNA
OTeK, CBA3aHHbIN ¢ aedwmumrom C1-
MHrubutopa

HacnegcreeHHbl i aHr HOHEBP OTHHECKHI
OTex, cBAsaHHbli ¢ aedekrom C1-
uHruburopa

HacnegcreeHnHbl il aHr MOHEBP OTHYECKNI
OTeK, CEA3aHHbIN ¢ myTauuen dakropa Xll

HacnencreeHHbl A aHrMOHEBP OTHHECKHI
OTEeK, C HeYyCTAHOBNEeHH Ol NPHYUHON
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Houonamuuecxuii neeucmamunepeunecxuii

npuodpemennvLil aHzuoomex

[Ipu arom tume AO He BBISBISAETCI HACJE]-
CTBEHHOTO aHAMHe3a, a TaKykKe HEeT SIBHOTO OTBETa
Ha antuructamMmuiuyio Teparmuio. B 1999 r. Cicardi
C COABT. BIIEPBBIE MCIIOJIB30BAT ATOT TEPMUH TS
OTMCAaHMS TPYMIbl mManneHToB ¢ AQ, y KOTOPbIX
HabJI0/1aJICs BhIpakKeHHbIN a((eKT 0T mpoduiak-
TUYECKOTO TPUMEHEHWS TPAHEKCaAaMOBOW KUCJIO-
Tbl. {pyras rpyina ucciaeqoBateseil onucasa aHa-
JIOTUYHYIO 110 BCEM XapaKTEePUCTUKAM IPYIIITY T1a-
IIUEHTOB W TIPUMEHUJA K JaHHOMY COCTOSTHUIO
TEPMUH <«CIOPaJNnIecKue WMIOIaTHIecKue Opa-
JMMKUHUHOBBIE aHTHoOoTekn»" [4-6]. Jlaxke ecim
COTJIACUTBCSI, YTO OPAIMKUHUH UTPAET OOJBIIYIO
poJib B maroreHese gannoro tuna AO, HeT pocTa-
TOYHOTO KOJMYECTBA IKCIIEPUMEHTAJTbHBIX JaH-
HBIX, TIOJITBEPKIAIONINX 3Ty TUTIOTE3Y (B UCCTEN0-
BAHMSAX CBIBOPOTKH TAITMEHTOB C JIAHHBIM TUTIOM
AQ BBISBJISJICS B PAaBHOI CTENTeHN KaK ITOBBIIIEH-
HBIH, TaK ¥ HOPMAJIbHBIN YPOBEHb OPAIMKIMHIHA).
Taxke B marorenese gannoro tuna AO pacemar-
pPUBAETCS POJIb TAKUX Ba30AKTUBHBIX BEIIECTB KaK
IIUCTEHUJI-JIEHKOTPUEHBI, TPOCTATIAHANHBI, (ak-
TOp aKTHBAIMU TPOMOOIUTOB. B cBsi3u ¢ aTuM,
IPEIIOYTUTEIbHEE NCIO0JIb30BAaTh TEPMUH W/INO-
MaTUYEeCKUN HETHCTaAMUHEPTUIeCKuil mpuodpe-
TEHHBIN aHTUOOTEK [IJIT ONMUCAHUS TAIMEHTOB C
AO, pedpakTepHbIM K TIPUMEHEHUIO aHTUTHUCTA-
MUHHBIX TTpenaparos [7].

AHaMHe3 SBISETCS TIePBBIM IIATOM B TMATHOC-
tuke ganHoro Buga AO. ToT daxt, uto ructamMun
He SBJSETCS MeIUaTopoM, B JIaHHOM CJydae,
MOATBEPKAAeTCS OTCyTCTBUEM ahdeKTa OT TIPo-
JOJKUTETBHOTO TIPUeMa aHTUTUCTAMUHHBIX TTpe-
11apaToB, M 9TO MO3BOJISIET TOCTABUTH BEPHBIN /11~
arHo3 gaxke 0Oe3 JabopaTopHOro 00C/IeI0BaHMSL.
Ho nazmo mmeTth B BULY, YTO JMArHO3 WUOINATH-
YeCKOT0 HErMCTAMUHEPIITYECKOTO MTPUOOPETEHHO-
rO QaHTHOOTEKa MOJKET OBITh YCTAHOBJIEH TOJBKO
o ¢daxrty HeahGeKTUBHOCTU TpreMa 4-KpaTHOM
TepareBTUYECKONW /103 aHTUTHUCTAMWUHHBIX TIpe-
MapaToB BTOPOTO TOKOJeHUS (a3esacThH, TeTH-
PU3UH, Ae3jopaTaiuH, 50acTuH, GercodeHaguH,
JIEBOTIETUPU3NH, JIOPATA/INH, PYTIaTaJIuH) .

J10 cuX TIOp He CyIIeCTBYET OOINX PEKOMEH/[a-
i1 110 BEJIEHUIO TaKOW TPYIIIbl GOJbHBIX. BoJib-
IIMHCTBO aBTOPOB PEKOMEH/YIOT IMpOo(uIaKkTu-
yecKkoe IMPUMEHEHUEe TPAHEKCAMOBOW KHCJOTHI.
[Toxasano, 4TO ekeZiHEBHOE TIPUMEHEHMe 3 rpaM-
MOB TPaHEKCAMOBOW KHUCJOTBI TTPUBOIUT K TOJI-
HOUW WJIN YaCTUIHON peMuccuu. Y TAIMEHTOB C
TpoMboduINEil, KOTOPHIM TIPOTUBOMOKA3aHA TPa-

HeKCcaMOBasi KHCJIOTa, MperapataMu BbIGOpa siB-
JITIOTCSI TaK¥e IMpernaparsl 7S JedeHns] uanona-
TUYECKOM KPAITMBHUIIBI, KaK IIMKJIOCTIOPUH 1 OMa-
au3ymab. Takke CyIIeCTBYIOT MCCIETOBAHIS, 110~
KaspiBarome a(hGeKTUBHOCTD MKaTHOaHTa (aHTa-
TOHUCT OpaJMKMHUHOBBIX perentopos) [8-11].
b PeKTUBHOCTD TAKWX PA3TUIHBIX TPYIIII TIPera-
paToB JIEMOHCTPUPYET BbIPAKEHHYIO Te€TePOTeH-
HOCTbh JIaHHOM TPYIIIBI OOJBHBIX, YTO, I10 BCEIl BU-
JMMOCTH, CBSI3AHO C Pa3HBIMU MeIMATOPAMMU, BOB-
JIeYeHHBIMU B TTaToreres. Beé 1o Tpebyer maiib-
HEHIero u3y4yeHus: U BBIJEJICHUS MOJATPYII s
noz6opa Oostee 1esieHaPaBIEHHBIX METO/OB Jie-
YeHUs U TPOPUITAKTUKH.

IIpuobpemennviii aneuoomex,

ceszannblil ¢ npuemom uAIlD

Nurnbuposanue AIIMD, koTopsiii yyacTByeT B
Kackajie JeaKTUBAINU OpaJIMKUHIHA, TPUBOINUT K
3HAUUTEJLHOMY YBEJTMYEHUIO COMEPsKAHUS TOC-
JieiHero B T1a3Me KpoBu. /laHHOE OcsioskHEHNe TH-
MOTEH3UBHON Tepanuu Bo3HuKaet B 0.5% cirydaes,
a 11pu rpriemMe 6J10KaTopoB pennHa — b B 0,13%,
YTO TO3BOJUIO He BbIIesATh AQ, BO3HHMKAIOIIIE
MIpU TIpUeMe TIOCIeIHNX B OT/IeJIbHYI0 rpytiy [12].

ITAO, cBasannbiii ¢ mpuemom nAIID, Bo3HuKa-
eT yaille y JKeHIIUH crapiie 65 jet. Bpemst Bo3HuUK-
HOBEHMSI CHUMITOMATUKU OT HayajJa Tepanuu
uAIl® BapbupyeT OT HECKOJbKHX YacoB /10 Hec-
KOJIBKUX JIET, HO O0JIee BEPOsTEH J1eOI0T CUMIITOMA-
THUKHU B TTepPBbIe Heslesn oT Hadasa Tepanun. [TAQO,
cBsizannblii ¢ mpueMoM uAIIMD, nokamusyercs mpe-
UMYIIECTBEHHO Ha Jinile (TyObl, BEKH, SI3BIK, Iest U
BEPXHME JIbIXaTeJbHble IMyTH). TakikKe M3BECTHBI
cJlydan racTporHTeHCTUHaIbHOU hopmbl AO, ipu-
BeJIIIE K CEPUU JIMATHOCTHYECKUX OIePaTHBHBIX
BMeEIIATEIbCTB HA OpraHax OpIONIHOW MOJIOCTH.
Orek ropranu, cBsi3aHubiil ¢ mpruemoM nAIID, He-
Pe/iKo IPUBOJIUT K JieTaJbHOMY ucxony [13-14].

He cymectByet crieniuuIHBIX TECTOB IS IN-
arHOCTUKH JIAaHHOTO cocTogHud. /lmarnos ycra-
HaBJIMBAETCS HA OCHOBAaHUU OTCYTCTBUS JPYTUX
npuund AO y narueHToB, mpunuMaiomux uAIlO.

OCHOBHBIM CTIOCOOOM TIPO(DUTAKTUKH SIBJISIETCST
TIpeKparieHye mpruemMa rmpernapaTon JAaHHON TPYIITIHL.
OpHako, Kak 9To He YAUBUTEJBHO, 3TO HE BCer/a Ha
100% addexrusno. UccrenoBanue 111 marmenton
MI0KAa3aJ10, uTo y 46% TaIeHTOB COXPaHsIaCh CJa-
GoBbIpaskenHast cumntoMariuka AQ, 4To, BEPOSITHO,
MOJKET OBITh OOBSICHEHO MEJIEHHBIM KaTabOJIn3-
MOM OpaIMKUHWHA B TAHHOIN KoropTe 60JIbHBIX [ 15-
16]. Haznauenue 610KaTOpPOB PEHUHA Y ATHX TTAIlH-
€HTOB MTPUBOIIJIO K PEITUINBUPOBAHUIO CUMIITOMA-

74 KnnHuyeckas npakTuka Ne3, 2014

http://clinpractice.ru



O630pbr

TUKH, a ipojiosikenue nmpuema nAllD snaunrenbHO
MTOBBITIATIO YPOBEeHb cMepTHOCTH 0T AQ.

I'KC u snunedpun ManoapdeKTUBHBI B JlaH-
HOW rpyTire 60JIbHBIX. B HacTosee Bpemst n3y4a-
etcst ahekTUBHOCTD nKatnbanTa (pupasupa) u
JTAHHBIE TIPEICTABIISIIOTCS OY€Hb MHOTOOOEMA0-
My, OlHaKo, B MHCTPYKITAIO K TTpeTapary, 1aH-
ubiii BU AO He BKJIIOUEH U JiedeHre MPOBOJIUTCS

"off-label" [17-18].

ITIpuoopemennviii aneuoomex,

ceazannwlil ¢ depuyumom C1-uneubumopa

Herenernueckast mpupo/ia npuoOpeTeHHOro aH-
IMO0TEKA, CBsI3aHHOTO ¢ securrrom C1-uHruburo-
pa, mojipasyMeBaeT OTcyTcTBre MyTaiiuu B rene C1-
narn6utopa (SEPRING1) u anamHecTHYeCKHX
YKa3aHUI Ha CEMEITHYIO NCTOPUIO aHTHOOTEKOB.

WccnenoBanue ma3Mbl TAIMEHTOB C JaHHBIM
COCTOSTHHEM TIOKA3aJI0 MOBBIMIEHHBIN KaTab0IM3M
C1-uHrubUTOpa M MOBBIILIEHHOE CoJepKaHue Opa-
TUKIHWHA, 9T0 1 ipuBoanT K AQO. JInmdornposn-
deparusHble 3a60seBanus (B OCHOBHOM B-kie-
TOYHAs JIMM(POMA) 3a4aCTYIO ABJSIOTCS TTPUUNHOM
9TOMY, U JIOCTHKEHIE PEMUCCUU OCHOBHOTO 3a00-
JIeBaHUS TIPUBOJUT K IOJHOMY HCYE3HOBEHUIO
CUMIITOMOB aHTMOOTeKa. Takike HEpeIKo TPUYIn-
HOM TIPHOOPETEHHOTO aHTHOOTEKA, CBSI3aHHOTO C
nedunmrom Cl-uHrnbuTopa, sIBJsSETCsST BHIPAOOT-
ka aytoanTuten (Ig G u Ig M), mHakTuBUpYyONmMX
C1 unru6burop. /lebior 3aboreBanust y 94% marm-
€HTOB OTMevaeTcsT B Bo3pacte crapiie 40 jeT, a B
ceMeifHOM aHaMHe3e Bcerja OTCYTCTBYIOT yKasa-
HUS HA CXOIHYTO CUMIITOMATHUKY. OTeK mpenmyIie-
CTBEHHO PACIIPOCTPAHSIETCS Ha JIUIIO, A3bIK, HEOO 1
BepXHUeE JbIXaTeTbHbIe Ty TU. [acTPOUHTECTUHAIB-
HbIE OTEKU MEHee XapaKTepPHbI, YTO OTITUIAET ITOT
tunt AO ot HacsenctBeHHoit Gopmbl. DyHKINO-
HasbHast aktuBHOCTh C1 MHrMOMTOpa B TLIA3Me
ke 50% OT HOPMBI; TaKKe OOBIYHO OTMEYaeTCst
cHmzkenne C4 KOMIIOHEHTa KOMILJIEMEHTA. Y HEeKO-
TOPBIX MAIMEHTOB MOHMKEHHbIN ypoBeHb C1-un-
rubuTopa HabJII0IAeTCsT TOJIBKO B OCTPYIO (hasy 3a-
6oseBanus. B 6osbimmncTBe cydaes (00510 80%)
oT™mevaeTcs cHmKenne ypoHsi Clq kommoneHTa
KoMILteMeHTa U Hajmuue anTu-C1l-uHruburopa
anTuTes. Ecim kinHndyeckas u jabopaTopHast Ju-
arHOCTHUKA He TI03BOJISIET C YBEPEHHOCTHIO YCTAHO-
BUTH JIMarHO3, MPUOETral0T K TeHETHYECKOMY WC-
crepoBanmio, yTobbl uckIounTh SEPRING1 my-
Talno, KOTOpas BCET/a UMEETCST y TAIlUEeHTOB C
HacsaeactBenHon gopmoit AO.

Y Bcex manueHToB ¢ npuobpereHHbiM AO, cBsI-
sanHbIM ¢ fgedurmrom C1 uHrHOUTOpA, MOJKHDI

IIPOBOJIUTHCS] PYTUHHBIE UCCIE0OBAHUS JIJIsT UCK-
moueHust snMdonpoandepaTuBHBIX U ayTOUM-
MYHHBIX 3a60JI€BaHWil, KOTOPbIE JOJIKHBI BKJIIO-
JaTh B ce0s1: 00NN aHAIN3 KPOBY C PAa3BEPHYTOI
netikonuraproit hopmysioit u COI, C-peakTus-
HBIIT OeJIOK, BIeKTPO(hOpe3 CHIBOPOTOUHBIX OeI-
KOB, aHAJTN3 MOYHU Ha HaJW4Ine JieTKuX 1ermed. [Ipu
HAJIMYUU U3MEHEHUIT B IAHHBIX aHAIM3aX TI0Ka3a-
Ha Guoricust KocTHOro Moara [19].

[TaToreneTnyecknM JiedeHUEM B HACTOSIIEE
BpeMsI SIBJIIETCS 3aMeCTUTEJIbHAs Teparusl KOH-
rienTparoM C1l-uHrnOUTOpa, 9TO MPUBOIUT K KY-
MPOBAHMIO CUMIITOMOB y OOJIBIIIMHCTBA TTAI[HeH-
ToB. HeadhhekTMBHOCTD TAHHOTO JIeUeHUST MOKET
0OBSICHSIETCST UPE3BBIYANHO OBICTPBHIM KaTaOOJIH3-
mMoMm C1-uHrnbmropa.

CumnromMaTiyeckoe JiedeHue BKIYaeT B ceOst
pUMeHEeHe aHTHOPAJNKIMHUHOBBIX IPENapaToB
(B Hacrosiee Bpems "off-label"). B HexoTopbix nc-
CJIeJIOBAaHUSAX OTMeueHa 3(P(hEeKTUBHOCTD PUTYKCH-
Maba (MOHOKJIOHAJIbHBIE aHTUTeJa, 00JIaalolue
cneruuanoctpio k CD20 anTureny na B-mmmdo-
murax) [ 18, 20-21]. Takske o6cysKIaeTcst IpuMeHe-
Hue wHrnOouTopoB kasumkpenta (ecallantide).
[IpenapaTsbl aHAPOTeHOB U aHTU(DUOPUHOTUTIIEC-
KHe TpenapaTbl B HACTOsIIEe BPEMs SIBJISIOTCS
nperapatamu Boi6opa st npopuaaktuku AO y
HAIMeHTOB JaHHOM TPyIIbl [22-25].

Hacaeocmeennwiit AO,

ceazannvlil ¢ depuyumom C1-uneuoumopa

HAO ¢ nedpunurom Cl-unruburopa — kpaiite
pezikoe 3aboJieBaHKe W BCTpedaeTcst He varie 2%
cpe Beex marmenToB ¢ AQO, a 0611ast pactpocTpa-
HexHocTb B onyJigimu 1: 10 000 - 1:100 000 ueso-
Bek [26].

3abosieBanne HaCJIeLyeTcsl MO ayTOCOMHO-/0-
MUHAHTHOMY THILY, TAI[MEHTHI SBJISIIOTCS TeTePO3U-
rOTaM#, TO €CTh UMEOT OJINH HOPMAaJIbHBIN 1 OJINH
M3MEHEHHBIIT TeH, OTBEYAIONIHI 32 CUHTE3 U (hyHK-
rmornpoBanne Cl-unrnburopa (SEPRINGI1 wmy-
Tanus Ha xpomocome 11) [27-28]. MyTanus npu-
BOJIMT K CHV;KEHUTO TIITa3MeHHOTO cofiepkanus C1-
UHIUOUTOPA, YTO B CBOIO O4Yepesib 00YCIOBIUBAET
TIOBBITIIEHNE KAJUIMKPENHA, KOTOPbIN MPUBOIUT K
yBEJIMYEHUIO cuHTe3a GpaaukuauHa. OnuncaHo 2
dbenotunmueckux Bapuanta HAO [29]. Tumn 1 xa-
PaKTepU3yeTcsl 3HAUNTEJIbHBIM CHIKEHHEM YPOB-
Hs1 C1 unruburopa, a pu Bropom trne HAO ypo-
Betb C1-MHrHOUTOpPAa HAXOMUTCS B TIPEJIETaX HOP-
MBI WJIH JIaKe TTOBBIIIEH, HO er0 (DyHKIIMOHAIbHBIE
CIIOCOOHOCTH CHJIBHO CHUIKEHBI.

HAO kimHMYeCKU XapaKTePU3YIOTCS Peru/in-
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BUPYIONIUM JIOKAJTbHBIM OTEKOM MOKOKHON MJIN
MO/IC/IU3UCTOI JIOKAJTM3AIINY, JISIIECs OT 2 /10 5
nueit. HanbGosee yacTo mopaskkaioTcest KoxkKa, Bepx-
HUE [bIXaTeJbHbIE TMYTH, JKETYIOUHO-KUTIETHBIN
TpakT. KimHnveckast KapTiHa 04eHb pa3HOOOpa3Ha
U BapbUpyeT OT JIETKUX, TPAKTHUECKN aCHMITTOM-
HBIX (DOPM, /10 TSLKEBIX, SKU3HEYTPOKAIONINX COC-
TosHUH. Y MHormx nanueHToB ¢ HAO cummToma-
TUKQ, CBSI3aHHAS C OTEKOM KeTYZI0UHO-KUTITETHOTO
TpakTa, CUMYJUPYET KaAPTUHY OCTPOU KUIIECUHOU
HETIPOXOIMMOCTH, UTO B CBOIO OU€PE/Ib IIPUBONT K
MHOTOUYNCJIEHHBIM HEHYKHBIM OIePaTUBHBIM BMe-
IaTeJIbCTBAM Ha OpraHax OpIONIHOI mojioctu [26].

IInarnos HAO o006s3aTesbHO [0JKEH OBITh
OATBEPsK/IeH Jaboparopro. OTMevaeTcst CHIKe-
nue ypoHeil C4 u C2 KOMIIOHEHTOB KOMILJIEMEH-
ta. Onpezesenne ypoBHsi C4 sBJISI€TCS OCHOBHBIM
CKPUHUHTOBBIM TECTOM, T.K. €T0 YPOBEHb MOHIKEH
Jlake B EPUOIBI pemuccrn 3a00eBanus. /[uarnos
CUMTAETCS TOATBEPKICHHBIM TPU CHUKEHUU
ypostst C1 unruburopa Hmke 50% 0T HOpMaJIb-
HBIX 3HaYeHui, ogHako y 15% marmertos ¢ HAO
yposerb C1 urruburopa 6yaer HOpMaJbHbIM, Ta-
KUM TallMeHTaM CJeyeT TPOBOUTh MCCJIe0Ba-
HUe ero GyHKIMOHAIBHON akTUBHOCTHU. K coskae-
HUIO, HU OJIMH U3 3TUX AaHAJIU30B HE MCIIOJIb3YeTCs
B PYTUHHOI IIPAKTUKE W TIPOBOUTCS JIUIIb B He-
GOJIBIIIOM KOJIMYECTBE CIEIMATN3UPOBAHHBIX Jia-
6oparopuii. COracHO PEKOMEH/AIMSIM JKCITEp-
ToB, nario3 HAO MokeT OBITh YCTAHOBJIEH TIPU
Hasmmunyu cHKeHus ypoBHd C4 W CHIKeHUH
u/nmm GyHKIUOHATBHON Hepoctatrounoctu C1-
UHTHOMTOPA B IBYX aHAJIN3aX, TIPOBEICHHBIX C UH-
tepBasioM 1 - 3 mecsana. Hanmnuume aTux aByX Kpu-
TEepUEB T03BOJIAET ycTaHoBUTH auario3 HAO c
touHocTbio 98-100%, Torma kak OTpUIATENbHON
pe3yJbTaT ¢ BeposITHOCTBIO 96% oTBepraer auar-
Ho3 HAO [30-31]. Tenernueckoe uccnenoBanue
MIPOBOJIUTCS Y JieTell TIepPBOTO To/la KM3HU, KOT/Ia
MOJKET BBISBJIATHCS (DU3NOTOTUYECKOE CHUKEHME
ypoBasi C1-uHTHOMTOpA, a TaK/Ke, KOT/la TUArHO3
HAO Bce ke BpI3BIBAET COMHEHUSI.

Jleyenne marmeHTOB HalpaBJeHO Ha CHUKe-
HUE CMEPTHOCTH U YACTOTHI PEIUANBOB 3200J1eBa-
Hust. HeckoJIbKO TiperapaToB ObLIH TPOTECTUPO-
BaHbl B KDPYIHBIX HCCJIEOBAHMSAX M TOKAa3aJIn
cBOI0 3(Q(HEKTUBHOCTD, U B HACTOMIIEE BPEMS 3a-
PEerucTpupoBaHbl B PA3JIMYHBIX CTPAaHAX, B TOM
grciie u B Poccun (tabr.1) [32]. Tocae ycranos-
senus aiuarnosa HAQ, Bce nanuenTsl 0JKHbL He-
MEJIJIEHHO HavaTh IMOJy4YaTh COOTBETCTBYIOMNLYTO
Teparuio, HalpaBJeHHYO Ha TPOPUIAKTHKY U KY-
nupoBaHue oboctpeHuid. IlanmmeHTH TOJKHBI

OBITH OOYUYEHBI TPOBEEHHIO MOAKOKHBIX 1 BHYT-
PUBEHHBIX WHBEKIIUN, YTOOBI MPH MEPBBIX MTPU3-
HaKaX Pa3BUTHUSI OTEKa BBECTH cebe MPOIMUCaHHBIN
npemnapat. B Hacrosiiee Bpemst HarboJiee pacipo-
CTPAaHEHHBIMU TIpeTiapaTaMu I TPOMDUTAKTUKN
u gedennss HAO asasgiores: xonmentpar Cl-un-
rubuTopa, aHTUGUOPUHOTUTHYECKIE TIPETTapaThl,
angporennl. [lokazanus k pautespbHOMYy TIpOhU-
JIAKTUYECKOMY TIPUEMY JIAHHBIX TIPENapaToB CTPO-
ro WHAWBUAYATbHBI JIJIS KaXKIOTO HallMeHTa.
Odenb BaXKHO TIPOBOJAUTH MPOMDUIAKTUKY aHTHO-
OTEKOB, KOTOPbIE MOTYT BO3HMKATh KaK CJIE/ICTBUE
XUPYPrUYECKUX BMEIIATEIbCTB, CTOMATOJIOTYeC-
KHX IIPOIelypP, MHBa3UBHBIX METOJIOB UCCJIE/I0BA-
nuii. Haubosee achHekTUBHBIM B JAHHOM CJiydae
aBJsiercst BBeieHne KonieHTpara C1-uarnouropa
B CPOKH, Hanbosiee MPUOIKEHHbIE K TTAHUPYe-
MOMY BMeIaTebeTBy [33-36].

Hacaedcmeennwiii AO ¢ HOpMATbHBIM YPOSHEM
C1-uneubumopa u mymavueii 6 zene paxmopa XII
u HAO c neevlsicnenHOUd npudunou

B 1985 romy 6Gbiia onucana GoJiblast ceMbst, B
KOTOPOH 5 JKEHIIUH CTPAJAIi OT PEIUANBUPYIO-
MIUX AHTHOOTEKOB KOKU B COUETAHUH C AMTU30/IaMU
racTPOMHTECTUHAIBHOTO GOJIEBOTO CHHIPOMa M
OOCTPYKIIMM BEPXHUX JbIXaTeJbHBIX TyTell. K
VAWBJIEHUIO, Y BCEX ATUX KEHIIWH YPOBEHb WU
dbyukimonagbhias akTuBHOCTh Cl-mHrHOMTOpPA
obia B Hopme. K 2000 roay takux cemeii HabJro-
nanoch yxke 10, ob1iee ync/I0 MaUeHTOB JOCTUTIIO
36, Bce onu ObLH sKeHIuHamu. K 2006 romy Bbisi-
Jieto yxke 20 TakuX ceMeid, 0JTHAKO, 10 HACTOSIIIETO
BPEMEHHU ATOT TUIT HE BBIJIEJIEH KaK CAMOCTOSITENTh-
Hasl HO30JIOTMYeCKast eJIMHUTIA.

OrtnenbHbIE aBTOPBI ONPEIEJIIOT €r0 KaK Ha-
caecTBeHHbIe acTporeHzaBrucumbie AQ, ¢ TIpeno-
JIOKUTEJNBHBIM ayTOCOMHO-JIOMUHAHTHBIM WJIU
X-CIIeTJIeHHBIM IOMUHAHTHBIM TUTIOM HAcJIe/[0Ba-
Hust 3aboseBanusi. HekoTopble ucciaenoBaTen
BBIIEJISIIOT TPYIITY HAIMEHTOB, Y KOTOPBIX ObLjia
BBISIBJIEHA JIOKAJIM30BAHHAS B O-I1 XDOMOCOME MY-
Talnus B reHe, Koaupyioiiem 12 ¢axkTop cBepThiBa-
emocTu kpoBu. Hammune ykaszaHHOTO reHeTmyec-
Koro fedekTa Be/leT K U3MEHEHUIO ero (PyHKITNO-
HaJIBHOW aKTUBHOCTH U, KaK CJIE/ICTBUE, K HApYyIIe-
HUIO KUHUHOBOTO TPOMUIIS, 4TO TPUBOAUT K T10-
BBIIIEHUIO TPOAYKIMU OGpagukutuHa. Orandn-
TEJILHOI O0COOGEHHOCTBIO GOJIE3HU SIBJISIETCSI 3aBH-
CUMOCTbh CUMIITOMOB OT BBICOKOTO YPOBHSI 3CTPO-
T€HOB, COOTBETCTBEHHO, 000CTpeHMUsT 3200 IeBaHUS
MIPOKCXO/ISAT BO BpeMsi OepeMEHHOCTH, TPUMEHe-
HUW ITePOPAJIbHBIX KOHTPAIIENITUBOB WJIM 3aMECTH-

76 KnnHuyeckas npakTuka Ne3, 2014

http://clinpractice.ru



O630pbr

TEJILHOM Teparuu 9CTPOTeHAMU TIPH JICUEHIH KJIU-
MaKTepU4IecKoro cuuapoma. KinHudeckue cumii-
TOMBI BKJIIOUYAIOT B ceOsl PEIUAMBUPYIONIUI OTEK
KOKH, TIPEUMYIIECTBEHHO JIMIA U KOHEYHOCTEM
(92.8%), kaunuuky octporo xkuBota (50%), oTek
s3bika (53.6%) M BepXHUX [bIXaTeJTbHBIX ITyTel
(25.4%). B TUnuuHbIX Caydasix CHUMITOMATHUKA
JUIUTCst He Oogtee 2 - 5 iHell. YpTUKapHbIe BbIChITA-
HUS COBEPIIEHHO HeXapaKTePHbI IS JTaHHOU
TPYIIIBI HAIIMEHTOB.

[TarmmenTsr ¢ ganabiM BUoM AO He OTBevaloT
Ha teparmuio 'KC u aHTUTHCTAMUHHBIMU TIperia-
paramu. B jieyeHnn ucrob3yoT UKaTuOaHT, WH-
ruOUTOpP KaJIMKPENHa, MPOreCTEPOH, MaHa30J 1
TpaHeKkcaMoBYI0 kucsoty [37-39].

3akJioyeHue

BoiBog 1: /luarno3 AO ycranaBiamBaeTcs ma-
nueHTaM ¢ peruauBupyomumu AO Tpu OTCyT-
CTBUM CUMIITOMOB KPAITMBHUIIBI.

BoiBoa 2: AO ornipesiesisiercst Kak HacJIe/ICTBEH-
HBIN B CJEAYIOMNX CAydasdx:

- IMeeTCsT yKa3aHue Ha CXOAHYIO0 CUMIITOMATH-
KY y 4JIEHOB CEMbU;

- BeisiBNieHa wmyrtanusg B reHax SEPERINGI1
nu pakropa 12;

- UMeeTCsl CHUKEHUE KOJUYecTBa Wi (PyHK-
1noHabHOI akTuBHOCTH C1-nHrIGuTOpA.

Bce octambubie ¢hopmbl AO JOJZKHBI CYUTATHCS
pUOOPETEHHBIMU.

Takum 00pasoM, B HACTOsIIIEE BPeMs dKCIIEp-
TaM# BbIlesisAfoTes 2 Kateropuu AQO, BKIIOYAio-
mue B cebst 7 crerubudeckux hopm.

VX XapaKTepUCTUKY MTPEICTaBIEHbI B TAOJHIE 2.

BwiBoa 3: xiaccudukarug AO:
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