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K.m.H. O.C. IPOBMK

V3onuposanmovle peyuousupyroujue aHzuoomexu npedcmassiom co6ot
BAINCHYI0 KTTUHUHECKYI0 NPOOTIEMY, AKMYATbHOCHb KOMOPOLi 00Yc/I067IeHa
He MOoMbKO HeOOCMAMOUHLIMU CBE0EHUIMU 0 MEXAHUSMAX PA3BUMUS,
HO U Cepve3HbIM BIIUSTHUEM O0TIe3HU HA 8Ce CMOPOHDL HUSHU NAUUEHIN 08,
MPYOHOCMAMU OUAZHOCUKY U Jle4eHUs 0aHH020 3a60e8aHust [1].

B 0630pe dana Knaccugukayus aHeuoomexkos, océeuetvl 60npocol
aMUONI02UU, NAMO2eHe3a, KTUHUKU, OUAZHOCMUKU U TIeHeHUsT
HACTIE0CBEHHBIX U NPUOOPEMEeHHbIX KOMNIEMEHM3ABUCUMDBIX AHZUO00NEKOB.
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BBepneHue

Anrnootrex (AO) - aTo pesynbrar
JIOKAJIbHOTO IOBBIIIEHV s IPOHM-
11aeMOCTH HMOACAMU3UCTBIX U IOJ-
KOXXHBIX KaIMINAPOB U BEHYII,
KIMHNYECKN XapaKTepu3yeTcs J1o-
Ka/I130BaHHBIM BHE3AITHO BO3HU-
KAaIOIMM TPAaH3UTOPHBIM M 9acTO
pPeuMAMBUPYIOMIUM OTEKOM KOXMI
WIN CTUBUCTBIX 0007109eK. AHTHO-
OTEK MOXXET BO3HMKATb B COYETa-
HIM C ABJIEHNAMM KPANIVBHNIIBI VN
NIPOTEKATh B M30/IMPOBAHHOM Bapy-
aHTe, He COIIPOBOXK/asiCh 0O6pasoBa-
HIIEM BOJIJIBIPEN U 3yJIOM.
B Hacrosee BpeMs B 3aBYCUMOCTHI
OT K/I1accUPUKAIMOHHOTO IIpU3HaKa
AHTMOOTEKM MOJPa3feNAnTCa Cle-
myromumM obpasom [4].
L Tlo xnunuueckoil xapaxmepucmuxe.
1. ITo reyenuo: octpoiit (Ko 6 He-
menb) u XxpoHudecknii (bonee 6 He-
IeJib).
2.I1o coyeTaHMIO ¢ KpallMBHUILIEI:
M30/1MPOBAHHBIN M COY€TAHHBIIL.
II. Tlo so3moncHOMY MexaHu3my pas-
8UMUSL.

1. C mpenMyIIecTBEHHBIM BOBJIeYe-
HYEM CUCTeMbI KOMIJIEMEHTA: Ha-
C/IeICTBEHHBII U IPUOPeTEeHHBIIL.

1.1. HacnmencTBEeHHBI aHTMOOTEK:

= 1-71 TMm — aGCOMOTHBIN KepUIUT
Cl-uurnburopa  (mM3onmpoBaH-
HBI1 aHTUOOTEK);

= 2-J1 TUII — OTHOCUTENbHBII fedu-
yutr Cl-nHruburopa (usonupo-
BaHHBIIT aHTMOOTEK);

= 3-11 Tun - 6e3 geduuura Cl-nH-
ruburopa (M30/IMPOBAHHBIN aH-
IMOOTEK).

1.2. Ilpno6bpeTeHHBIT aHTMOOTEK
(mpuobperennsrit gepunur Cl-
MHTUOUTOpA):

= 1-i1 TUI — aBCOMOTHBII (M30/TMPO-
BaHHBII aHTMOOTEK);

= 2-J1 TUO — OTHOCUTETIBHBIIL C 00-
pasoBanuem ayroanturen x Cl-
MHIUOUTOPY  (M30/IMPOBAHHBII
AHTUOOTEK).

2. C yyacTueM ApPyTUX MeXaHU3MOB.

2.1. BerspiBaeMblil MHIMOUTOpAMU
aHTMOTEH3)H-IIPeBPaIlaoIero
¢depmenra (ATID) (m3onuposan-
HbBIIl AHTUOOTEK).

2.2. O6YCIOB/IEHHBIIT TUIIEPIYBCT-
BUTETBHOCTHIO K JIEKAPCTBEH-
HBIM IIpernaparaM, IHUIIeBBIM
IPOAYKTaM, YKycaM U yKaje-
HUAM HaceKoMbIMU (B 60/b-
MIMHCTBE C/Iy4aeB COYeTaeTCs
C KpanuBHUILIEIT).
Bosuukaromuit Ha ¢oHe oya-
roBoit nHpexuu (MoXxet ObITH
COYEeTAaHHBIM).
AccoUMNPOBaHHbIN C ayTONM-
MYHHBIMM 3a00/1eBaHUAMY (MO-
>KeT ObITh COUETAHHBIM).
3. numomatudeckuit (MoxkeT GbITH
COYETAHHBIM).
V3 Bcero MHOr006pasust M301npo-
BaHHBIX AO OTJeNbHOr0 BHUMAaHIS
3aC/IY)KMBAIOT KOMII/IEMEHT3aBU-
cuMble aurmooreknu. Kommnement-
3aBUCHUMble OTE€KM OBIBAKOT Ha-
CIIeICTBEHHOTO U IPUOOPETEHHOTO
xapakTepa. Ina ImpaKTU4ecKoi
MeIUIMHBI HacneacTBeHHbIT AO
(HAO) mpepcraBiser cepbe3HYIO
npobieMy B CBA3M C TAXKECTDIO
0060CTpeHNI! ¥ BBICOKOJ BEpOATHOC-
TBIO Pa3BUTHU TSXKEIBIX OCTOXKHE-
HUIL, KOTOpBIe B HEKOTOPBIX CIyda-
SIX IPUBOMSAT K I€TaIbHOMY MICXOLY.

2.3.

2.4.

Onpepnenexue u Knaccupukaums
KOMMNeMEeHT3aBUCMMbIX
aHrnooTeKoB

HacnencteeHHblii aHrnootek (HAQ)

HAO - ayToCOMHO-ZOMMHaHTHOE
XpOHMYECKOe 3a60IeBaHme, OTHO-
csileecst K TPYIIIIe IEePBUIHBIX VM-
MyHOZIeDUI[UTOB, XapaKTepusyo-
meecs snusopmdeckum AQO m060i11
obmactu Tena. [IpnunHoit 3abonesa-
HUA ABIACTCA CHUXEHUE q)YHKI_U/H/I



6enka, uarubupyomero Cl-acre-
pasy, YTO IPUBOAUT K HEKOHTPOJIM-
pyeMoit akTUBaUNU psAfa OeTKOBBIX
KaCKaJIoB B CBIBOPOTKE KPOBIL, IJIaB-
HBIM 00Pa30M KIaCCUYeCKOro IyTU
aKTMBALMM KOMIIJIEMEHTa 11 Opajin-
KMHMHOBOrO Kackaza [1].
HacnengcrBeHHBINI KOMIIJIEMEHT3a-
BUCYIMBIII OTEK BCTpedaeTcsa pefiko
U cocTaBiseT He 6omee 2% OT Bcex
cnyyaes AO. B o6mieit monmynanun
pacnpoctpaneHHocTb HAO cocras-
nser 1:10 000 - 1:150 000 genosek.
JJocTOBEpHBIX JAHHBIX O PaCIpoO-
crpaneHHoct HAO cpenn Hacene-
HusA Poccum HeT B CBA3M C HU3KOM
BBISB/ISIEMOCTDBIO JAHHOTO 3abore-
BaHNA U OTCYTCTBMEM OCTAaTOYHON
MHGOPMUPOBAHHOCTY Bpadeil Apy-
I'UX CIIENMATbHOCTEN 006 3TOM 3260-
nesanuu. HAO oTHOCAT K paspany
HePBUYHBIX MUMMYHOREPUIUTOB.
bonpapie HAO sBnsAoTCcA reTepo-
3UTOTAMU, TO €CTb MMEKT OfNH
HOpPMa/JbHBIMI UM OZMH U3MEHEH-
HbIJ T'€H, OTBEYAKLINI 32 CUHTE3
n ¢pyukunonuposanue Cl-uHrnbm-
Topa. MyTauusa xapaKTepusyeTcs
ayTOCOMHO-/JOMUHAHTHBIM TUIIOM
HacjIeJOBaHUA, XOTA HpUOIU3U-
TenbHO 25% cnydaeB HAO o6yc-
JIOBJIEHBI CIIOHTAHHOI MyTallMeil.
YacToTa MyTalMy IreHa COCTaBIALT
B cpepHeM 1:100 000. B 2009 r. Bnep-
Bble cpegu HaceneHusa PO omnmcan
clydaill ayTOCOMHO-PeIleCCUBHOTO
Hacnegosanus HAO, B 3apybex-
HOJI IMTepaType ONMCaHO JINIIb [1Ba
clrydasi IO,00HOTO THUIIA HACTIeNO-
BaHu:A. HecMoTps Ha eIMHMYHOCTD
3TUX JJAHHBIX, OHM CYIIeCTBEHHO
PacUIMpA0T HAIIY NpefCTaBIeHNA
o Tumax Hacnemopanusg HAO [2].
CymecTBYIOT ABa KIMHUYECKNU
ngeHtn4yHbIx Tuna HAO, onpepe-
JUTb KOTOpble MOKHO JIMLIb NIpU
UCCIIeTOBAHN KOMIIOHEHTOB KOMII-
JleMeHTa B KpoBu. Pazmruaror 2 de-
HOTUIMYEeCKUX BapuaHTa 3abore-
Ba"uA: HAO 1-ro tuma u HAO 2-ro
tuna. HekoTopsle mccnegosaTenn
BoifienisAoT 3-11 Tun HAO - acTpo-
TeH3aBUCUMble OTEKM), OFHAKO O
HAaCTOAIIETO BPeMEH!U 3TOT TUII He
BbIJIe/IeH KaK CAMOCTOATEe/IbHA HO-
307I0TMYeCcKas eMHUIA, TaK KaK
He MMeeT 4eTKO U efMHO0OPasHO
OIMCAHHOI 3TMOIOTUYECKON U I1a-
TOT€HEeTNYeCcKOl KapTuHbl. OTHeNb-
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HbIe aBTOPBI ONIpefie/IsAI0T ero Kak
HaCJIeJCTBEHHbIE 3CTPOTreH3aBIUCH-
Mble aHTMOOTEeKM, TO eCTb aHTMO-
OTEeKM, CBSI3aHHbIE MCK/ITIOYNTE/IHO
C BIUAHUEM 3CTPOTLEHOB, C Ipef-
IIOJIOXKUTETbHBIM ayTOCOMHO-JI0-
MMUHAHTHBIM VMIM X-CIeIIeHHBIM
HOMMHAHTHBIM THUIIOM HacClIe[o-
BaHUs 3abonmeBaHus. Hekoropere
MICCTIeOBATEIN BBIJIC/IAIOT IPYIITY
MALMEHTOB C PeUVMBUPYIOLIIMU
aHTMOOTEKaMM U CeMelIHbIM aHaM-
He30M 3a0071eBaHNs, Y KOTOPBIX ObI-
JIa BBISIBJICHA JIOKA/II30BaHHAA B 5-i1
XpOMOCOMe MyTallMsl B I'eHe, KOJV-
pytomeM 12-i1 pakTop cBepThIBae-
MocTy Kposu. Hamnuue ykasaHHOTO
reHeTUIeCKOro fedekra BiredeT 3a
co0oit n3MeHeHue ero QyHKIMO-
Ha/IbHOJ aKTUBHOCTYU M, KaK CJIefi-
CTBMe, HapylleHMe KUHUHOBOTO
npoduis, YTO HPUBOANUT K MOBBI-
[IEHNIO MPOAYKUMM OpafuKIHNHA
[3]. OTnmuurenbHO 0COOEHHOCTHIO
001e3HM ABIAETCA 3aBUCUMOCTD
CUMIITOMOB OT BBICOKOTO YPOBHA
3CTPOTeHOB, COOTBETCTBEHHO, 060C-
TpeHUs: 6ONE3HN IIPOUCXOAAT BO
BpeMsi OepeMeHHOCTH, IIPUMEHEH NS
IIepOpaIbHbIX KOHTPALEII TYBOB U/IN
3aMeCTUTEIbHOI Tepalnm 3CTpore-
HaMM IpY JIedeHNM K/IMMaKTepudec-
Koro cuaapoma. Ilepsoie aBe popmbl
HAO 06ycnoBIeHbI TeHeTUYeCKN Jie-
TepPMUHUPOBAHHBIM a0COTIOTHBIM
VIV OTHOCUTENBHBIM Je(pUIVTOM
Cl-nHrubuTOpa, UpU TPETheil ero
dbopme KOHLIEeHTpauyA U QyHKINA
Cl-mHru6MTOpa He U3MEHEHBL.

HAO 1-ro Tuna Bctpedaercs y 85%
Bcex nmanuenToB ¢ HAO. bonesup
oTnnvaeTcs abCcomOTHEIM Hedu-
guroMm Cl-muruburopa, mpu 3ToM
ypoBeHb C1-MHIMOMTOpa BapbUpyeT
B pefenax 5-30% oT HOpMa/bHbBIX
sHavennit. Jedunur Cl-uHruburo-
pa 00YC/IOB/IEH OTCYTCTBMEM TeHa,
xopupytomero Cl-mHruéuUTOp, MIN
pasIM4YHBIMU ero MyTanyusamu. My-
TalMs 3aKII0YaeTCA B Pa3HOOOpas-
HBIX BKJIIOYEHNAX, NN Jlelenusx,
OJTHOTO VM/IY HECKOJIbKMX HYKJIeOTH-
IOB B 00/IaCTM I'eHa, KOLUPYIOLEro
Cl-unruburop. B cnyyae ecnu ypo-
Beub Cl-MHIrMOMTOpa HOPMATbHBII
WIN IOBBIIIEH, CIeyeT TeCTUpPO-
BaThb ero (QyHKIMOHAIbHbIE XapaK-
TEPUCTUKM [N IOATBEPXKJeHUA
HAO 2-ro tuna [1].

Jlekuim ana spadei

HAO 2-ro tuma cocrasnger 15%
cpenu Bcex TunoB HAO, ornnyaet-
Cs1 CHIDKeHMeM (YHKI[MOHATbHOI
aktuBHocTy Cl-mHrnbnropa, Xors
ypoBenp Cl-mHTmb6umTOpa MOXeT
OCTaBaTbCA B Ipefenax UiM ObITh
HECKOJIbKO BBbIIlle HOPMBL. Y TaIju-
eHTa BbIpabaThIBAeTCsI HOPMAIbHOE
WIY TIOBBbIIIEHHOE KOMNYeCTBO He-
IpaBWIbHO (QYHKIVOHUPYIOIIETO
Cl-unruéburopa. Hepyuxionupy-
IOIIMI MHTMOUTOP He pacXomyercH,
HAKaIUIMBAETCA B CHIBOPOTKE KPOBU
U PETUCTPUPYETCA B IOBBIIIEHHOM
KOJIITYeCTBe.

[pnobpeteHHbiit aHrnootek (MAQ)
[ToMuMO reHeTHYECKN JeTePMIHNU-
POBAaHHOTO BCTpedaeTcs Ipuobpe-
teHHsblit geduuur Cl-uHrnb6uropa,
YTO BBIP@XKAeTCs MPUOOPETEHHBIMU
aurnoorexkamu (ITAO). ITAO orinmya-
€TCsI OTCYTCTBUEM Y OOIBHBIX OTSTO-
[IEHHOTO HAC/IE[ICTBEHHOTO aHAMHe-
3a U MO3[IHMM HaYajIoM 3a00JIeBaHsI
(B Bo3pacte 40 net u crapure). Pac-
IPOCTpaHEHHbIE 1 PeKIe IPUIMHBI
ITAO MoryT 6bITb CBA3aHBI C IATONIO-
el XKeTyJOYHO-KUIIETHOTO TPAKTa
(OKKT), remaro6mnmnapHoit CUCTEMbI
¥ HIOJKEeTYLOYHOI SKeTIe3bl, CUCTEMBI
OPTaHOB JIBIXaHUs, CEPEeYHO-COCY-
IVICTOJ CUCTeMbI, HEPBHOI CUCTEMBI,
OTIOPHO-JIBUTATEBHOIO aImapa-
Ta, MOYEBBIENUTENBHOIN CUCTEMBI,
IIOJIOBBIX OPraHOB, 9HJOKPUHHOTO
u Merabonudeckoro rexesa. ITAO
MOYXET BO3SHMKATH IIPYU T€MATOJIOT-
JecKux 3a00/IeBaHNSAX U IMMYHOJE-
(ULIMTHBIX COCTOSHMSAX, @ TAKXKe IIPU
PacnpocTpaHeHHBIX MHPEKIMOHHBIX
U TIapa3nuTapHBIX 3a0071eBaHmsx. Tak,
OIMCAHBl CIyYau HproOpeTeHHBIX
KOMIIIEMEHT3aBUCUMBIX OTEKOB Ha
¢done BUNY-unpexuynyu, MHOXeCT-
BEHHOJI MI€/IOMBbI, Pa3INIHbIX VM-
dompomndeparnBHbIX 3a601eBaHNMIL,
KOJTAaT€HO30B, XPOHUYECKVX TeTIaTH -
toB B 11 C. Hepeniko npnobpeTteHHbIe
KOMIIJIEMEHT3aBUCUMbIE OTEKM Ma-
HIQECTUPYIOT 32 HECKONIBKO JIET O
PasBUTHUS OCHOBHOTO 3ab60/eBaHNUs
(Tabn. 1). Vinorma takoit AO aBiseT-
CSI TIEPBBIM K/IMHWYECKUM TIPOsIBIIE-
HIeM Jieiiko3a [5].
Beigensiror 2 Tma npro6peTeHHbIX
KOMII/IEMEHT3aBUCUMBbIX OTEKOB:
= [TAO 1-ro Tuma cBsi3aH C TOBBI-
[IeHreM KaTaboamsMa MHIMOUTO-
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JIeKLIM N Bpaueil

Ta6ﬂuua 1. Hpuuuubt npuo6pemeﬂnbtx KoMniemeHm3asucumovlx aH2uoomexKos

IIprunna ITatonorusa
CrucTeMHbBIe 3a00/1eBaHIA COEAVHNUTEIBHOI TKAHY, IOBBIIICHIE YPOBHSA
AyTOMMMYHHbIE
sa6oneBamIs LYIPKY/IVPYIOLIMX UMMYHHBIX KomiutekcoB (IJVIK), Backynutsl (CuHAPOM
Yepmxka — CTpocc), KpUOITOOYIMHEMNA, TEVIKOLMTOKIACTIYECKNIT BACKY/IUT
B-xnerounsre mumdomsi, IgA-, IgM-muenoma, muenodnrbpos
Temo6/1acTo3bl y 18008 , bu6pos,

MAaKpOITIOOY/IMHEMIISI, XPOHMYeCKas TUMO/IeTIKeMILs

ConupHble OIyXonmu

ANeHOKapI[MHOMBI IPAMOI KVIIKM, JTeTKNUX, JKeTyaKa, ANTHNKOB, MaTKII,
eYyeHn

ITapasurapuble MHBa3UM

IXMHOKOKKO3
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pa C1 actepassl mpu nuM¢oIpo-
nrdepaTnBHBIX 3a60/IEBAHNAX;
= npu ITAO 2-ro Tnia mpoucxoput
nponykuua IgG- n IgM-ayroan-
tuten x uHruburopy Cl acrepa-
3bI, YTO IPUBOJUT K €r0 MHAKTU-
BaINIL.
Passurne I[TAO cBsi3aHo ¢ 06pa3o-
BaHMEM MMMYHHBIX KOMIIJIEKCOB
npu numbonponndepanun, KOTo-
pble B M30BITOYHOM KOTMYECTBE aK-
TUBUPYIOT CUCTEMY KOMIIIEMEHTA,
HpUBOJAs K BbIpaboTKe 6OIBIIOrO
KO/INYeCTBa aHA(VIIOTOKCHHOB.

MexaHu3mbl pa3BuTus
KOMN/IeMEeHT3aBUCMMbIX OTEKOB

HecmoTpst Ha mporpecc B U3y4eHuNn
OMOXMMUYECKMX MapKepoB U MO-
JIEKY/IAPHBIX XapaKTePUCTUK Ha-
C/Ie[ICTBEHHBIX OTEKOB, MEXaHI3MBI,
TeKaliye B OCHOBE 3aITycKa U pas-
pelIeHs aTaK, OCTAI0TCs HEM3BeCT-
HbIMI. OCHOBHOII MeXaHM3M OTEKOB
npu HAO cBssan ¢ apdexramu me-
IBMAaTOPOB — OpaJMKWHUHA, IUCTa-
MMHA, IIPOU3BOJHBIX apaXMJOHO-
BOJI KJMICTIOTBI, IIUTOKNHOB.

I[Tpu HacnecTBEHHOM fedeKTe Cuc-
TeMBbl KOMIIJIEMEHTa HapylIaeTcs
npopgykuysa uaruburopa Cl acre-
paspl BCIEACTBME MYTaljUy TeHa
Cl-unruburopa. Yposeub Cl-us-
rubuTopa CHYKEH UM OH QYyHK-
[[MOHA/IPHO Ma/lI0AKTUBEH, YTO OT-
paHMYMBAET AKTUBALMIO CHCTEMBI
KOMIITIEMEHTA.

IIpu medpunure Cl-mHruburopa
YBEIMYINBACTCS COflePXKaHUe Kaj-
JMKpPeNHa, KOTOPBIil, B CBOI OYe-
penb, MmoBhIIIaeT oOpasoBaHme
O6papukuuuHa. HepocTaTro4yHOCTD
Cl-mHrnéuTOpa NPUBOAUT K HEKOH-
TPONMPYeMOIt aKTUBALNY PaHHUX
KOMIIOHEHTOB KOMIIJIEMEeHTa, JIO-
KanbHbI feduiut narnbéuropa Cl
IPUBOAUT K HAPYLIEHNIO PeryJs-

LMY V1 IOBBILIEHVIO IPOAYKINY Ba-
30aKTUBHBIX MenTumoB. Hakammm-
BasChb B M30OBITOYHOM KOIUYECTBE,
KMHVHBI BBI3BIBAIOT pacIlVpeHle
U IOBBbILIEHVE IPOHMUIAEMOCTH
COCYLOB MUKPOLMPKY/IATOPHOTO
pycna, MHTEPCTULIMATBHBINA OTEK,
HabyXxaHue KOJIAT€HOBBIX BOJIOKOH,
CIVI)KMBaHNE COCOYKOB JIEPMBI, YTO
KJIMHWYECKN IIPOSABIIAETCS OTEKOM.
B nacrosimee BpeMsi obcyxpaer-
cA Bepyllasg poib OpaguMKMHMHA
B Pa3BUTUU CUMIITOMOB KOMII/IE-
MEHT3aBUCYMBIX OTE€KOB. bpangukm-
uuH (BK) - aT0 HaHOmeNnTHUM, BbI-
pabaTbiBaeMBbIll IPU aKTUBALUK
KOHTAaKTHOW CHUCTEMBI, KOTOPbBINI
MOJKeT MOTEHIMAaTbHO MOBHIIIATD
COCYAVCTYIO IPOHMNIIAeMOCTb ITyTeM
CBA3BIBAHNSA CO CBOVM PELIEIITOPOM
(B2-peneniTop k OpafUKMHIHY) Ha
SHZIOTETMAIbHBIX KJIeTKaX COCYHOB.
B 3aBucumoctn or dapmakonoru-
YeCKMX CBOJVICTB BBIJIEASIOT 2 IIOJ-
THUIA PELENTOPOB K OpafMKNHUHY:
BKR1 m BKR2 [7]. B HacTtosmee
BpeMsi OpafMKMHUH CYMTAETCSA
OTBETCTBEHHBIM 3a KIMHUYECKUE
CUMIITOMBI aHTMOOTEKA, TOBbIIIA S
COCYAUCTYIO IPOHULIAEMOCTD, BBI-
3bIBasl PacUIMpeHye COCY/JOB 1 CO-
KpallleHNe BUCLepanbHON ITTafIKOM
Myckynarypsl. Ilocme Bo3geiicTBuA
MHULMKpyouero Gakropa Hexo-
cratouynocts Cl-mHruburopa Be-
JIeT K HeajleKBaTHOI BhipaboTke BK
Y IOBBIIIEHNIO TTPOHMUI[AEMOCTH CO-
CYZIOB, ¥ BBIXOJ] )KMJKOCTI B TKQaHU
BBbI3bIBAET HE3Y AL OTeK.

ITpn ITAO na done numdomnpo-
nudepaTUBHBIX 3ab0/IeBaHUIL 00-
pasyercs 6onblioe KOIMYECTBO
AHTUUANOTUNINYECKUX AHTUTEN,
bGOpMUPYIOTCA MMMYHHbBIE KOMII-
JIEKCBHI ¥ IPOMCXO/JUT TTOBBILIEHHOE
norpebnenue Clq-KOMIIOHEHTa
komIuieMeHTa. B ornnune ot HAO,

rae cuate3 Cl-mHruburopa nmeer
medexT, ITAO xapakTepusyercs Ha-
nu4yeM OONBUIOrO YMCIa ayTOAH-
TUTEI, AeICTBYIOIL[UX Ha MOJIEKYIIBI
Clq n, cnegosarenbHo, Ha Cl-UHTH-
6uTop. [ToBbIlIeHHBIT KaTabOTU3M
Clq npeBOCXOLUT PerynsiTOpHbIe
Bo3moxxHOCTU Cl-mHr16UTOPA, CO-
3[Ja€TCsI OTHOCUTEIbHBIN feUInT
IIOCJIE[{HET0, YTO NMPUBOJUT K pas-
BUTUIO KOMIIJIEMEHT3aBUCUMBbBIX
OTEKOB.

KnuHnueckas KapTuHa
KOMMN/IeMeHT3aBUCMMbIX 0TEKOB

[l BCceX TUIIOB KOMIIIEMEHT3aBM-
CUMBIX OTEKOB XapaKTepHa 0cobas
KIMHNYeCKass KapTUHA, 3HaHUE
0COOEHHOCTEl KOTOPOIl IIOMOTaeT
B JMIaTHOCTMKE JaHHOJI IIaTOMIOT M.
O6sruno HAO pebroTupyer B mep-
BbIe 2 [IeCATUICTUA XU3HM, dalle
B mybeprarubiit mepuon. Y 40%
60/1pHBIX 3200/IeBaHIE Pa3BUBALTCS
B Bo3pacTe [0 5 jeT (mepBble mMpu-
3Haky HAO MOryT BO3HUKHYTD yKe
B BO3pAcTe HECKONIBKUX MeCAIIEB, HO
Jamie noce 1-2 et >x1u3Hu), y 50%
6onmpHBIX — #0 12 5teT, a y 75% - fo
15 net. OgHaKO HEOOXOMUMMO ITOM-
HUTD, 4TO YaCTOTA CIIOHTAHHBIX MY-
tauuit npu HAO cocrasnser 25%,
'y 9TOJI IPYIIIIbI NaIIIEHTOB MOXeT
OTCYTCTBOBAaTb CEMEITHBIN aHAMHE3
HAO. Hecmotpst Ha paHHMIT feb0T
3a00/IeBaHM A, Y MHOTUX IaLlUEHTOB
OHO OCTaeTCsl HepaCIO3HAHHBIM Ha
IPOTSKEHUN JIeCATKOB JIeT; TUINY-
HBIMY OLIIMOOYHBIMM AMArHO3aMu
ABIAIOTCA «a/IePTUYECKUIT» MIN
«MAMOMATUYECKNIT AHTVIOHEBPOTHU-
9eCKUIT OTEK» U «aHADUITAKCUSI».

AO mpoBonuMpymT XapaKTepHBIe
oco6sie Tpurrepsl. JI060it u3 daxk-
TOPOB, CIIOCOOHBIX BbI3BAaTh AKTUBA-
IVI0 KOMIIJIEMEHTA 110 K/TaCCUIeCKO-
MY IIyTH, Ka/UIMKPEVH-KUHIHOBOII
CHCTeMBI MM KacKajja CBePThIBAHNA
KPOBH, CIIOCOOCTBYeT BO3pacTaHUIO
norpebHoctu B Cl-mHruburope
U SABJISIETCS MOTEHIVAIbHBIM TPUT-
repoM 000CTpeHNs: MeXaHIIeCKas
TpaBMa, MHTEHCUBHOCTb KOTOPOI
MOXeT OBITb PasHOI — OT JIETKOTO
CHIaB/IEHNS OfeXKTONl UMM JIETKOTO
yummba [o mepenoma KOCTH, — XM-
pyprudeckoe BMeNIATeIbCTBO, Ma-
JIOMHBAa3VBHbIE [JUAarHOCTUYECKNE
IIPOLIeAYPHI, IKCTpaKIysA 3y0a; ye-



KapCTBEHHBIe IIperapaThl: MHIUON-
topbl AIID, mepopanbHble KOHTPA-
LeNTUBBI, COflepyKallyie 3CTPOreH,
IpenapaTbl TOPMOHO-3aMeCTUTENb-
HOJI Tepanumu; MHPEKUUN, CTPecc,
ankoronb [1, 6]. XpoHndeckue odarn
MHQEKINY, HepeJKo He MMeIollne
APKUX KNMHUYECKUX HPOABIEHMI,
TaKMe KaK XeMMKOOaKTepHas MH-
(dekuma, accouuMpoBaHbl ¢ Ooee
ynopHbiM TedeHreM HAO. Takum
obpasom, octpsle mpuctynsl HAO
BO3HMKAIT KaK CIOHTAaHHO, TaK
U TIOf, HeiiCTBUEM TPUITEPOB, NPH-
yeMm 50% crygaeB HAO nmposomupy-
I0TCS TPAaBMOJ M XMPYPIUYECKIMU
BMelaTenbcTBaMu, a 30-40% npnu-
CTYHOB - IICMXO3MOIIMOHATbHBIM
cTpeccoM. MonekynapHbIie MeXaHU3-
MBI JIe/ICTBUSA TPUITEPHBIX (HPaKTOPOB
Ha CETONHAIIHWII JeHb M3y4YeHbl He-
mocTaTo4yHO. VIcKnI04eHMe cOCTaB-
JsieT IpUMEHeHMe MHTUOGUTOPOB
AII® y manmentos ¢ HAO, xoTopoe
B JasIbHENIIeM IPUBOJUT K IIOBBI-
nreHnio yposHs BK B TkaHAX 1 n1as3-
Me. Takyum 06pasom, He YAUBUTENb-
HO, uTo nanueHTsl ¢ HAO orBeuaror
Ha npueM nHru6uTopos AIID yse-
JIMYEeHeM YacTOThI aTak [7].

[ M301MpOBaHHBIX KOMIITIEMEHT-
3aBucuMbix AO xapakTepHa Mefi-
JeHHas AMHAMMUKA CUMITOMOB:
OTEeKJ JOCTATOYHO MeJJIEHHO Hapac-
TalOT B TeyeHue 12-36 9acos u pas-
pelanTcs B TedeHue 2-5 THeil, a ab-
IOMMHAJIbHbIE CUMIITOMBI MICY€3a10T
B TeueHme 12-24 gacos. [lanumeHTHI
yKa3bIBaloT Ha Hea(PeKTUBHOCTD
ITIOKOKOPTUKOCTEPOUJIOB U aAH-
TUTUCTAMMHHBIX NIPENapaToB Ipu
KynuposaHuu oTekos. Ilepmopny-
HOCTb BO3HMKHOBEHN: OTEKOB MO-
JKeT BapbMPOBATD OT e>KeHeNe/TbHbIX
mo 1 pasa B rof. VIHTepBanbl MeXy
0060CTPEeHUMHI Y KaXKHOTO 6OIBHO-
TO MHJAMBUIYANIbHBI: y HeJIeUYeHbIX
MAI[MeHTOB OTeK! MOTYT BO3HUKATh
KaXkjple 7-14 mHeN, Tak>XXe Xapak-
TepHBI PeMUCCUU 3a00TIeBaHNA OT
7-10 gHen mo 12 mecsIieB, BO3MOXK-
HbI HeIlpepbIBHBIE aTaKM KaXKIble
3 pHs, a TakXxe ymaTeHTHOe (CyO-
KIVHUYeCKoe) TedeHye. JJaHHBIN
3HAYUTE/NbHBIN Pa3bpoc B TAXKeCTH
TedeHus 3a00IeBaHUs OTMeYaeTCs
maxke y poAcTBeHHuKoB. Ciemyer
OTMETHNTH, YTO y HEKOTOPBIX OOJIb-
HbIX AO BO3HUMKAIOT TONBKO IOCTIE
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3HAYMTE/NIbHON TPaBMBI, y JPYTUX
0060CTpeHNs IPOABIAIOTCI JOCTa-
TOYHO YaCTO, BHE 3aBUCUMOCTHI OT
BHEIIHNX BO3JEIICTBUIL, Ha IPOTS-
>KEHUM MHOTUX JIET.

Knuunyeckas kaptuna HAO xapax-
TepU3yeTCs MOsIBIeHNeM Y 6OTTbHBIX
pPeLMANBUPYIOIINX IOTHBIX 6e3-
00Ie3HEHHBIX HE3YASIINX OTEKOB,
JTOKAIM3YIINXCA MPaKTUIeCKN
Ha JII00BIX yYacTKaX Tejla: BepPXHMUX
Y HYDKHMX KOHEYHOCTAX (PYKH, CTO-
sl 6enpa u gp.), Ha nure (mepuop-
OuTanpHasA 00/1aCTb, IyObI), HOIOCTH
pTa (A3BIK, MATKOE He0O), TYIOBUIIE,
TEeHUTAN X, @ TAK)Ke ITOJICTU3MICTOM
CJ/I0€ BEPXHMX JbIXaTe/bHBIX Iy Telt,
XKeTyJOYHO-KIIIEYHOTO 1 Y POTeHN!-
TanpHOTO TpakToB. HAO xapakre-
pU3YeTCs CTIeRYIOMMMU 0COOEHHOC-
TAMU: G€gHBIA, OYeHb IJIOTHBHII,
UMEIIMNI YeTKYI0 TpaHUIy €O
3I0POBOIL KOXKell, 3aXBaThIBAIOILMIT
oT 3-4 cM B iuaMeTpe Ko GOMbUINX
y4acTKOB; 6e3 rumepeMun («Xomox-
HbIe OTEKI»), C YYBCTBOM «HAIpsi-
JKEHUSI», «pacHMpaHuUs TKaHel»,
NIpM HaflaBIMBaHUU HA OTEK SIMKMU
He ocraercs. [Ina HAO xapakTepHb
6o/e3sHeHHBIE OTEKU /TNLA, TYIOBU-
11a, KOHEYHOCTEN, HEPEJKO OJHOI
U TOM XKe JIOKANM3anum («IuKImd-
HbIE OTEKW»).

ATaku HacleICTBEHHBIX OTEKOB
OOBIYHO UAYT IO NPefiCKa3yeMOMY
nyTu. MHOTMe aTaKy HauMHAIOTCS
C IPOApOMa UM aypbl — OOBIYHO
IpOXb, MOKanblBaHue, cn1abocTs,
PasbUTOCTh, MPAMOPHOCTD KOXI.
3yn n kpanusHuna ana HAO ze
XapaKTepHbI, OJHAKO HPUMEPHO
TpeTb Bcex cnydaeB AO cOlpoBOX-
JlaeTCs TUTAHTCKO KONbIEeBUIHON
sputemoit (erithema annulare),
O0OMIbHBIMY OJI€THBIMY BBICHITTAHI-
MY MYTIbTU(GOPMHOTO Xapakrepa,
He CONPOBOXMTAIOUIMMICA 3YLOM,
JK)KE€HMEM M MECTHOV TUIIepEMUEIL.
[Ipn mopaxeHMM BEPXHUX JbIXa-
TEe/IbHBIX IIyTeil OTeK OOBIYHO pac-
IIOJIaTaeTCs BBILIE TOPTAHM, 3aXBa-
TBIBas TyOBI, A3BIK U ITOTKY. AO
MO>XKET PacIIpPOCTPAHATHCA Ha BEPX-
HUe JIbIXaTe/lIbHble IIyTU C BOB/IEYe-
HIeM ININEeBOJia, TOPTAHU U IPo-
saBnsieTcst gucdarueit, guchoHmert,
CUMIITOMATUKOM OOCTPYKIIMY HBbI-
XaTeJIbHBIX ITYTeN, HAIIOMUHAIOILEN
B pAfe ciaydaeB OPOHXMATbHYIO
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aCTMY, U IIPOTPECCHPOBATh BIJIOTh
no achukcyum. OTeKu TopTaHu, Ipo-
SABIAOIMECs OCUIIIOCTDIO TOIOCA,
adoHuMell, CTPUAOPO3HBIM JIbIXa-
HUeM, XOTs1 OBl OfJUH Pa3 B )KU3HU
orMevarorcs y 50% 60nbHBIX. B Ta-
JKEJIBIX CITyYasiX OHM HIPUBOZIAT K ac-
¢ukcun u cmeptu. 1o 25% 601bHBIX
noru6aiT OT OT€Ka TOPTAaHM B BO3-
pacre o 30 net. Ilpn BoBNIEeYeHUN
CIM3UCTBIX 000/I04€K PasTUIHBIX
OpPraHOB PasBUBAETCA CIefyIoIas
KJIMHUKA: NUIeBofa — Aucdarus;
JKeTyAKa — TOLUIHOTA, PBOTA; KIIIed-
HUKa — 6O B )KMBOTE, KIMHMUKA
KMIIEYHO HEeNMpOXOLUMOCTHU; MO-
4eBOTO ITy3bIPA — AU3YPUsA, aHYPUS;
MO3TOBBIX 000/I04€eK, BHYTPEHHETO
yXa — TOLIHOTA, pBOTA, TOJIOBOKPY-
JKeHIe, MEHIHTeaIbHble CUMIITO-
MBI boree 4eM y IOMOBMHBI 60/Tb-
HBIX HaOJI0[JalOTCSI BBIPa>KeHHBIE
abOMIHa/IbHbIE OTEK, BI3BAHHbIE
OTEKOM Pa3/INYHbIX YIACTKOB C/IU-
sucroit o6omouku JKKT. Bo Bpems
abIOMIHATbHBIX OTEKOB KOXXHBIE
CHMIITOMBI, KaK IIPaBIUJIO, OCTAIOTCS
WIN YCUIMBAIOTCS. PasBurtuio mpu-
CTYIIOB a0ZOMMHA/IBHBIX OTEKOB
npu HAO yacTo mpepmecTByIOT
OIIYIIeHM CIIa3MOB B OKOJIOIYIIOY-
HOJT 06macTy, cn1abocTh, TOIIHOTA,
crmacTryeckue 60nu B SIMUTACTPUIL.
HekoTopsle manyeHTsl IpexbsBs-
0T )KaJI00BI Ha OI[YLIEHN «OTEKOB
BHYTPEeHHUX opraHos». OTex B 06-
nacTy abJOMMHATbHBIX OPTaHOB
4acTO CONPOBOXKAAETCA BBIPAXKeH-
HbIM 60JIeBBIM a6JOMMHAIBHBIM
CHMHJPOMOM, TOUIHOTOM, PBOTOMN
u fuapeeit. KnmHudeckas kapTuHa
HepeIKO HAIIOMUHAET «OCTPBIIl KM~
BOT» M/IV KUIIEYHYI0 HEMPOXOAU-
MocTb. Kinmundecku 6omeBoit cuup-
POM IpPOSBIAETCA B BUJE PasInNTON
60711 B OPIOLIHOI IOTOCTY, KMLIEY-
HBIX KOJINK, BO3MOXHAa TOHKOKU-
1leYHas HeIPOXOAUMMOCTb. Y psAfna
HAlMeHTOB HaOJIofjaeTcs MepBuUY-
HBIII T€eHe3 pelUMBUPYIOLIell TOH-
KOKMIIIEYHOI HeNPOXOUMOCTH KaK
forme fruste (mpmocraHoBIeHUE
B Pa3BUTHUU WINM CKPBITOE TeUEHIEe
3ab0/eBalMA), U TONBKO MCCIENO-
BaHIMe KoHIeHTparyy C4-ppakiun
KOMII/IEMEHTa TI03BOJIsIET IIPaBUIb-
HO IIOCTaBUTh AMarHo3. bou B >xu-
BOTe OBIBAIOT HACTONIBKO NHTEHCUB-
HBIMM, YTO MX MHOT/A Ha3bIBAIOT
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«OpIOIIHAsT MUTPEHB», & COIIPOBOX-
naroe 601eBON CUMIITOM 001e
sABIeHNUs (TaXMKapaus, KomebaHmsa
aprepuanpHoro gmasmenus (All),
TOJIOBOKPY>KeHMe, FOJ0BHasA 60D
U Ip.) — «BeTeTaTUBHasA Oypsi». Bol-
OpOC )KMAKOCTEN B MHTEPCTUIIATIb-
HOE I IePUTOHEATbHOE TPOCTPAHCT-
BO BO BpeMs abIOMUHAIBHBIX aTakK
MOYKET NMPUBECTU K KAMHUYECKU
3HayuMol runoroHunu. Heobxo-
AVMO YYUTBIBATb, YTO y YacTHU
MMalieHTOB MHOTME TOMbl MOYKET
Ha0/II0aThCs K/IMHMKA TOTIBKO M30-
JUPOBAHHBIX abTOMMHAITUI, 9TO
HEBEPOATHO 3aTPyIHAET IOCTAHOB-
Ky OMarHo3a y JAHHOI KaTeropuu
nmanueHToB. Okomo 30% 60MbHBIX
IIOIBEPralOTCsA XUPYPrUUECKOMY
BMeIIAaTebCTBY B CBA3MU C NOJO3pe-
HUeM Ha OCTPYIO XUPYPIUYECKYIO
natonoruio. Y 6onpubix HAO gake
onucad ¢peHOMeH «reorpadpuyecko-
IO XMBOTa» — Pe3y/IbTaT Ollepaluii,
XapaKTepuU3yIOIWUiics HaauuueM
MHOTOYMCIEHHBIX MOC/IeoNeparu-
OHHBIX py6110B. [TanienTam npoBo-
ST IAIAPOTOMUIO, OOYCIIOBIEHHYI0
OTEeKOM BHYTPEHHMX OPraHOB (aI-
MEHI9KTOMUIO, XOMEIUCTIKTOMIIO,
He(pPIKTOMUIO, TVTHEKOIOTYeCKIe
orepanun), Ipyu Omeparun BblsB-
JISIIOT OTPAaHMYEHHBIN OTEK KMIIed-
HUKA, HPU3HAKM ACENTUYECKOIO
BocnajeHus. [Ipu ynprpasBykoBoM
06ce0OBaHNY U KOMIIBIOTEPHOI
TOMOTpaduyt OTMEYAETCS OTEK CIIM-
3UCTOM 000TOYKY MHTECTUHATBHOI
CTEHKM, a TaK)Ke CBOOOMHASA KU -
KOCTb B OPIOLIHOJ IOMTOCTH.
TsKecTb CUMIITOMOB HaC/Ie€NCTBEH-
HBIX OTEKOB OYeHb BapuabenbHa
U He KOppenupyeT ¢ IJIa3MEeHHBIM
ypoBHeM Cl-marubutopa [3, 6].
Ipyrue ¢dakropsl, Takue Kak IIO-
numopdusMm penentopos K BK nnn
BapUalUy yPOBHS MIN QYHKINO-
HaJIPHOCTY KIMHa3, 110 BCEil BEPOAT-
HOCTMU, BAUAIOT Ha TAXKECTh 60ses-
HU, HO 3Tu GaKTOPHI He O KOHI[A
U3y4eHBbI.

Cumnrombl ITAO passuparoTcsa
mocie 4-ro gecATUNETUS KU3HU
U HEPEeIKO Ha HECKOJIBKO JIET OTepe-
JKAIOT OPyTyie CUMITOMBI CYOKIN-
HI4YeCKM HmpoTeKawiiero numdpo-
nponndepaTuBHOrO 3a60IeBaHNA.
B ocTanbHOM KIMHMKA abCOMIOTHO
umeHTUYHa HacmencTBeHHbIM AQ.

JlnarHocTukKa
KOMM/ieMeHT3aBUCMMbIX 0TEKOB
CyluecTBYIOT OIpefie/ieHHbIe TPY-
HOCTU paHHel guarHocTuky HAO,
0COOEHHO IIpY ATUIIMYHOM TeYEeHUN
3aboneBaHus. B cBA3Y ¢ TeM 4TO He-
CBOEBpeMeHHas MOCTAaHOBKa JiMa-
raoza HAO o6ycnoBnuBaeT BbICO-
KMIT IPOLIeHT cMepTHOCTH (20-30%
HalVIeHTOB YMUPAIOT OT OTeKa rop-
TaHU), BCeM Mal[MeHTaM C U30/I1PO-
BaHHBIMM aHTMOOTEKaMMU CleflyeT
IPOBOAUTD TIIATEIbHOE KIMHUYEC-
Koe o6cIefoBaHMe, TaK KaK OTed-
HBIIl CMHIPOM BCTPEYaeTCs He TOJb-
ko npu HAO, ITAO, Ho 1 BcnefcTBHUE
APYTUX IPUYMH. BONBHBIM € OTeKa-
MU 6e3 CUMIITOMOB KpalMBHUIIBI
U KO>KHOTO 3yfia CJIefiyeT yhensTh
oco6oe BHUMaHMe, TaK KaK y HUX
MoxeT 6biTb HAO ¢ cunppomom
HegoctaTouHocTu Cl-mHTHMOUTOPA,
HOCALNII HAC/NIeNCTBEHHBIN XapaK-
tep [5]. OueHb Ba)KHO MPOBOJUTD
nuddepeHIaNTbHYI0 IUATHOCTUKY
HAO c gpyrumMm TumaMm OTE€KOB
(Tabm. 2).
Ilpn aHanmse aHaMHECTUYECKUX
[QHHBIX C/IeffyeT OOpaTUTh BHUMA-
HIE Ha CeMeJHbIJ aHaMHe3, BO3PacT
6onpHOTO IpH febroTe 3ab0MeBaHMs,
XapaKTepHble TPUITEPbI, AMHAMMU-
Ky pasBUTMA OTeKoB. IlanueHTHI,
cTpajapliye penUAVBUPYIOMNM
a0 OMMHAJIbHBIM CUHAPOMOM, IIpU
kotopom 3abomeBanHusa JKKT He
HOATBEPXKAATCA TabopaTOpHO-
(YHKIMOHAIPHBIMI ¥ TVIaTHOCTHU-
YeCKMMU MeTOJaMM, HYXIAIOTCA
B JIONIO/IHUTETBHOM 06C/Ie[OBaHUI
IIA MCK/IIOYEHUsI ITaTONOTUU CHC-
TeMbl KoMmaemenTa. Kpome toro,
crepyer obpamath BHMMaHNME Ha
Hea(PeKTUBHOCTD TPAAUIIMOHHON
Tepanyuy: aHTUTUCTAMUHHBIX IIpe-
[1apaToB, IMOKOKOPTUKOCTEPONIOB
(opdexr cnabblit MM OTCYTCTBYET),
HOpajfipeHannHa, aHTUOMOTHUKOB,
IpOTUBONAPAa3UTAPHBIX IIpelapa-
TOB, (¢epmeHTOB. JIabopaTopHOe
ob6cmefoBaHye SABAETCs 00s3aTeNDb-
HBIM JI/Is1 IOATBEP>KACHM I LUATHO3A.
CorlacHO MeXJYHapOLHBIM PEKO-
MeHpanuam [9, 10], Beimensor cie-
LyIollye KIMHUYeCKNe KPUTepUn
puarsos3a HAO:
v/ Bonvuiue kpumepuu:
= CAaMOCTOATEIbHO NIPOXOAALNI
HEBOCIIA/IMTE/IbHBII  aHTMOOTEK

6e3 YPTUKAPHOI! ChINY; MeIEHHO
HapacTaoLiT 1 [yiamiics 6onee
12 vacos;

= CIIOHTAHHO TIPOXOHsuiast 60yb
B JKMBOTE HEACHOI 3THUONOINN;
YacTO penMAVBYUPYIOIAs U -
masics 6oee 6 4acoB, MOXET CO-
IPOBOXAATbCA APKUMIU JIUCIIEN-
TUYECKMMM CUMIITOMaMU;

* PEenVIVBMPYIOLINI OTeK TOPTAHIL.

/' Manvie kpumepuu:

= CEeMEJHbII aHaMHe3 pelINBUPY-
IOIETO AHTMOOTEKA, 1/1im 6oseil
B )KUBOTeE, /UM OT€Ka TOPTAHY;

= f1e60T 3ab0/meBaHMs B BO3pacTe
o 20 ner.

K mabopaTopHbIM KpUTepuAM Aua-

raosa HAO ornocsar [9, 10]:

/ ypoBuu aHTtureHa Cl-mHrnbu-
TOpa 3CTepasbl, COCTABJIANINNE
< 50% or HOpMBI (IIpU ABYX OT-
Ie/IbHBIX OIpefie/IeHNX) Y Halln-
eHTa B Bo3pacre Oojtee 1 roga BHe
HIPUCTYTIA;

/ YpOBHM (PYHKLIMOHA/IbHOU aK-
tusHocTH Cl-MHrM6uTOpa ScTe-
passl < 50% OT HOPMBI (IIpU ABYX
OT/e/IbHBIX OIpefie/IeHNAX) y Ia-
1nreHTa B Bodpacre 6onee 1 roga
BHE IIPUCTYTIA;

v/ myraums reHa Cl-uHruburopa
3CTepashl, IPUBOAALLAs K Hapy-
IIEHUIO0 CUHTe3a U/unu GyHKIUN
COOTBETCTBYIOIIErO OeKa.

JInarnos Moxxer OBITb YCTaHOBJIEH

IpY HAJIUYUM OJHOTO OOJBIIOTO

K/IMHMYECKOTO KPUTEPUS U OHOTO

7abOpPaTOPHOTO KPUTEPISL.

HOna HAO 1-ro Tuma xapakTepeH

HU3Kuit ypoeHp Cl-mHruouropa,

torga Kak npu HAO 2-ro tuma ypo-

BeHb Cl-MHIrMOUTOpa MOXKET COXpa-

HATBCA B HOPME WIN Jla)Ke IPEeBBI-

1IaTh HOPMaJ/ibHble 3HAYEHMS IIPU

HU3KVX ITOKa3aTenax QpyHKIMOHAb-

Holt aktuBHOCTM Cl-mHrmburopa.

ITpu cHM>XEHMU KOMIIOHEHTOB KOM-

memenTa C8 1 C9 Bo3sMokHO 6ornee

TsDKeNoe TedeHue. Y JeTell NCCmeno-

BaHIA YPOBHSA KOMIIOHEHTA KOMIL/Ie-

MeHTa C4 ¥ ypOBHsI U PyHKIMOHATIb-

Hoit akTuBHOCTU Cl-mHrHO6uropa

PeKOMEHyeTcsl IPOBOAUTD B BO3-

pacre crapire 1 roga. Onpepnenenue

yposHs C4 AB/IA€TCA OCHOBHBIM OII-

PaB/laHHBIM II0 3aTpaTaM CKPMHMH-

TOBBIM TECTOM IIPM HACNENCTBEH-

HBIX OT€KaX, XOTA B PeAKUX CIydasax

KOMITOHEHT KoMIuteMeHTa C4 MoxeT
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” 5 o IlceBpoanmeprmaeckmii
IIpusnaku HacnencrBennnnit AO ITpno6perennniit AO Amnepruyeckuit AO A A(l))
C meTcTBa, 06BIYHO
TeueHle CTAHOBUTCS
YacTo B MOXXMIOM B mo60M Bo3pacTe, dalie
Hauaso saboneBaHns TsDKesIee B ITy6epTaTHOM B monozrom Bo3pacte SDeOM
TIep1ope, BO BpeMs p
6epeMeHHOCTHI
Hacnencrsennsiit AO ATtonmdeckue 3aboneBaHus
Hacnencreennoctb He xapaxTepna He xapaxrepHna
Y POZICTBEHHMKOB B ceMbe
CB13b C BO3JIelICTBUEM
a Het Het Yerkas He xapaxTepna
ajlepresa
Ectp y 6071HOTO
Aronnyeckue 3a60eBaHus Het Het Y OO6bI4HO HeT
U B €0 CeMbe
CBA3b C TpaBMOIt Yerkas Het Het Her
CaAa3b
C IICUX03MOLMIOHA/IbHBIMH, Ectp He xapaxTepna Het Bosmoyxna
(UsMYeCKMMY HATPpy3KaMMm
SosuHo by Her Het Yacto He xapaxTepna
MecTHas runepemus, 3yf Her Het Ectp Ectp
Kpanusania Her Her Yacro Yacto
Addext 'KC BosmokeH
IS¢ dexT aHTUTUCTAMIHHBIX bd
Her IIPY Ay TOUMMYHHOM Ecrp Ecrp
npemnaparos 1 ['KC
BapuaHTe
LuKm4HOCTD Yacto He xapaxTepna Het Het
Jlokanusaums YacTo Ha OTHOM MecCTe Paznuunas Pasznmuunas Pasnmuunas
O6uuit IgE Hopma Hopma IToBbrmen IToBbrmen
Bricokmit ypoBeHb
cunenudnuecknx IgE,
i & Her Her Ha Ha
HIOJIOKUTE/IbHBIE KOXKHbIE
IpO6BI ¢ ajTepreHaMu
CHmxenne yposHs C4, C2
CHinkenne ypoBHs C4, P >
. yposenb Cl-uHrubéuropa
C2, KOMM4YeCTBEHHBIN
Hapymenne B CK . MO>KET ObITh Pa3HBIM. Her Het
W GYHKIMOHA/IbHbII
OTcyTCTBYeT IaToNOrnA
nedpuiut Cl-mHrNbMTOpaA
CKy pocTBeHHMKOB

I'KC - rmoxokoptukocteponsnt, CK - cucrema KommeMenTa.

ObITb HOPMA/TbHBIM MEXJy aTaka-
mu. IIpu HOopmanbHOM ypoBHe C4-
(dpaxuuy BepOATHOCTb OTCYTCTBUSA
HAO y manmenra cocrasnser 96%
U, KaK IPaBUJIO, HET Heo6XOuMOoc-
TY B JJa/IbHEMIINX AMarHOCTUYeCKIX
nponenypax. CrenyeT HOLIepKHYTh
Ba)XHOCTb 0OCTIeNOBAHMA OIU3KUX
POACTBEHHMKOB 0OIBHOrO, TaK KaK
JMIIa C HEYCTaHOB/IEHHBIM JIMArHO-
3oM HAO B 35% cny4yaeB nopiBepxe-
HBI PUCKY CMEpTIL.

HOuaraoctuka HAO B mepmatpu-
YeCKOJ IIpaKTUKe MMeeT PAM 0Co-
6enHocreit. CrieyeT IOMHUTD, YTO
y meteit umeHHo HAO asnAmoTca
IIaBHBIMM NPUYMHAMU M30/IU-
POBAaHHBIX aHTMOOTEKOB. PyHK-
IMOHA/IbHasg HEJOCTATOYHOCTH
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Cl-maruburopa, Kak ClegCcTBUe
ayTOMMMYHHOTO IIpoliecca, y feTel
BCTpeuaeTcsa KpaliHe penko. Camoit
60nb1ION TIPOOIEMOI Ha Cerof-
HAIIHUI OeHb SABISIETCSA MO3THA
nuarHoctuxka HAO y meTteit u nog-
pocTkoB. CumuTaercs, 4yTo y 85% ma-
nneHToB ¢ HAO mepBble CUMIITOMBI
HeOTHPYIOT Ko 20 /IeT, HO, K CoXa-
TIEHUIO, TOMBKO Yy 35% BCeX manuen-
TOB 3a060/IeBaHIe JUATHOCTUPOBAHO
B 3TOM BO3pacTe. YCTAaHOBJIEHUE
K/IMHMYecKoro guar€osa HAO y ge-
Tell TpefcTaBisAeT TPYLHOCTH,
IIOTOMY 4YTO 3a00JeBaHMe MOXET
MpOTeKaThb C CUMITOMaMM, 4acTO
BCTpeYaeMBbIMU B IETCKOM BO3pac-
Te (601b B KUBOTE, IIACTO3HOCTH
KOHEYHOCTeI, TPYZIHOCTY IpPU ITI0-

TaHUMU, OXPUILIOCTD I0O/I0CA UM OC-
Tpoe AMCIHO3). [axke Ipu HaIM4nu
CeMeTHOrO aHaMHe3a YacCTo Bblllle-
yKa3aHHbIE CUMIITOMBI He CBS3bIBa-
10T ¢ HAO, 1 mo3TOMY AMarHOCTUKA
3a00/IeBaHM I HECBOEBPEMEHHA.
[Tpn mopo3penun Ha mpuobpeTeH-
HbIT penyanBupytomuii AO B Kax-
IOM clay4ae ClefiyeT UCKIIOYUTH
IMarHos muMdonponudpepaTuBHOrO
3a060/1eBaHM A, CUCTEMHON KpacHOII
BOJTYaHKM, Te€MaTUTa MU LPYTUX
nHQEKINIL.

BaxxupiMm otnnuneM ITAO saBnsercs
HM3kuit yposeb Clq-KOMIIOHEHTa
KOMIIJIEMEHTa, II03TOMY OIpefe-
nenue Clq mMeeT CylleCTBEHHOE
3HaveHVe HiA AuddepeHManb-
HOJl AMAarHOCTUKY IPUOOPeTEeHHbIX
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Tabnuua 3. /lekapcmeennvie npenapamolt, 00614HO UCNOb3YeMble 071 OnumenvHoii npodunaxmurxu HAO

OObIyHaS IEIMATPUIECKAS
Knacc n nasBanme OO0bryHas B3pocias [o3a ngsa P ITo60ounbre 3¢ exThI
17-anvpa anxunuposamHovie crmepoudbl
200 Mr B IeHb 50 Mr/emD Yacmole: yBenndeHne Beca, aH-
Ianason (mMuH. 100 Mr KaXKjpie 3 THSA — IporeHusanys (BUPUIN3ALNs),
(maxc. 200 Mr B JieHb)
Makc. 600 MT B IeHb) aKHe, HapyuIeHye 1b1R0, 60/
N — 0,5-1 MT B TIeHb T TeTeit B MBIIIIIAX, CYZIOPOTH, TOTTOBHbIE
R CEEOn 3 1-11151 o 6 o eHl]I)) crapiue 6 et 0,5-2 Mr 60711, yTOM/IA€MOCTD, TOLIHOTA,
2 ’ A B JIEHb JI/IA jeTeir 6-12 et 3aIIOpbl, HapyIICHME MEHCTPY-
JIBHOTO ITMKJIA, TIOBBIIIEHE
10 Mr B ieHD
Me4YeHOYHbIX PepMeHTOB, IUIIep-
OKcaHZIpOIOH (MuH. 2,5 MT' KOXK/[pIe 3 THS — 0,1 MI/KT B ieHb
TEeH3Ms1, aTePOTeHHOCTb.
Makc. 20 Mr B JieHb)
Pedxue: 3aMelilIeHne poCcTa y fie-
VcnonbayeTcst TONbKO Tell, MaCKy/IMHU3AIINA, X0/IeCTas,
MY>X4MH. 10 MT B IeHb . -
MerunTtecTocTepoH y My A He npumenserca y netei MHOMECTBEHHDIC ME/IKIIE KpOBO
(MMH. 5 MT — MaKc. V3/IVSTHUS TI€Y€HN, TeaTOLeJITI0-
30 MT B JieHb) JisApHas KapIyiHOMa
Anmugubpuronumuueckie azeHmol
0,05 r/xr 2 pa3a B jeHb : -
OICHUIOH- 21 3 pasa B [leHb (1\:11/1}1 0 025pr/1<r 2»71 o Yacmole: TOMIHOTA, TOIOBO
AMMHOKAIIPOHOBAs (MuH. 1T 2 pasa B ieHb — s eH’b ’ vaKe. 0 IE/KI‘ KPY>XCHIE, AMape, SaBUCALIA
S——— Makc. 4T 3 pasa B fieHb) it -0, OT ITOJIOXKEH VST Tela TUIIOTEH3 NS,
2 pasa B JieHDb) MbILIEYHbIE CYJOPOTH C IIOBBILIE-
112 pasaB genb (MuH. 0,251 | 20 MI/KT 2 pasa B ieHb (MJMH. HYEM MbIIIEYHBIX (EPMEHTOB.
TpaHeKCaMOBaH KIUCIOTa 2 pasa B JleHb — Makc. 1,5T 10 mr/xr 2 pasa B JieHb — Peoxue: Tp0M603bI, Hapyuienue
3 pasa B JieHb) Maxc. 25 MI/Kr 3 pasa B fieHb) IBETOBOI'O 3peHMA

U HaCTeACTBEHHBIX KOMIIIEMEHT-
3aBUCUMBIX OTeKoB. Kpome Toro,
y manueHToB ¢ ITAO nenecoobpas-
HO MCCTeflOBaHMe YPOBHS aHTUTeNa
K Cl-MHIMOUTOPY [/ UCK/TIOYEHM
ayToMMMYyHHOro Mexanusma ITAO.

JleyueHune HacnepCTBEHHBIX
aHrMooTeKkoB

JledeHne HaclIeNCTBEHHBIX M30MN-

POBAHHBIX AHTMIOOTEKOB IIPOBOINT-

CSl B COOTBETCTBMM C MEXIYHAPOJ-

HBIMU peKoMeHpanuamu [4, 9, 10].

Texymue pexkoMeHaLNM IO jIede-

Huio HAO npepmonaraioT mposese-

HI€E C/Ie[YIOUIMX MEPOIPUATUIL:

/ nepBuyHas npo¢punakruka AO;

/ IONroBpeMeHHas BTOpUYHAsA
npo¢unakrrka AO;

// KPaTKOCpOYHas BTOPUYHAs IPO-
¢umakrrka AO;

/ JIedeHMe OCTPOro NpucTymna / He-
oTnoxxHoe neuenne AQ.

[lepBuuHan npodunakTIka

I[Ipenmonaraet BbIsIBJIEHIIE TPUTTEP-

HBIX (paKTOPOB IIPUCTYIIOB:

= yHbekuyuyu (Hampumep,
bacter pylori);

= 9CTPOTEHBI: KOHTPALIEIITUBHI U 3a-
MeCTHUTe/IbHasi TOPMOHAJIbHASL Te-
parst;

Helico-

= JIeKApCTBEHHbIE IIpenapaTbl: MH-
ru6uropsr AII® / 6okartopsr pe-
nentopos AT-1;

= (QU3MYECKMIT ¥ SMOLVOHA/IbHbII
cTpecc (Kapa/Xonon, 4pe3MepHast
¢dusndeckas Harpyska).

Pemrene o Hayasie Te4eHVA JOTDKHO

IPYHMUMATbCA B pe3y/IbTaTe COTPYA-

HIYeCTBa MaljieHTa 1 BpayJa.

[lnuTenbHas npodunakTnka

npuctynos HAO

[ToxasaHMAMMU JHNsA HasHAYEHUS

HpOoPUIAKTUIECKOI TepaIui ABIA-

I0TCSL:

= Goree 1 TsKenoro npucryna HAO
B MeCSILL WIN

= 6omee 1 abmOMMHANIBLHOTO IIpHU-
CTyma B TOJi MU

= OTeKM B 00/IaCTH /IMLIA U IIeN NN

= dvacTble InepudepuuecKie OTEKN
11987

= OTEKU B 00/IaCTU FeHUTANNIL.

B xauecTBe manuTenbHONM 6a3MCHOIL

tepanuyu HAO ncnonpsyror npena-

paTsl U3 TPYIIIIbI ATTEHYMPOBAHHBIX

aHJIPOTeHOB, MHIMOUTOPOB GUOPU-

Honusa (tabi. 3).

Y Bcex MalMeHTOB Ha3HAuYeHHbIE JO-

3bl 6A3MCHOrO Ipemapara JO/KHBI

MeJJIEeHHO CTPeMUTbCA K Haubosee

HU3KWM, JOCTATOYHBIM /i1 KOHTPO-

751 3a6omeBanyss. OCHOBHBIM OpJeH-
THPOM IIpU MOKOOPe HO3bI SABJISIETCS
K/IVHUKA 3a007IeBaHMsA — OTCYTCTBYE
penuanBoB. JlabopaTopHbIe TeCTHI
HeMH(OPMATUBHEL U He ABJIAIOTCS
OPMEHTUPOM I JO3UPOBAHUA.

JKCTpeHHas NpodunakTmka

npuctynos HAO

OmnepaTuBHbIe BMELIATEeNbCTBA, Ma-
JTOMHBA3VBHbIE JMATHOCTUIECKNE
IIpoILe/ypbl, CTOMATONOTNYECKIIE
MaHMUITYIALUN MOTYT HOCTY>XXUTb
npu4ynHoi npuctyna AO. Benen-
cTB1e 9Toro 6ombHble ¢ HAO HYX-
JAIOTCA B CHELMAIbHOI IIOfITOTOBKE
nepes; OIepaTVBHBIMY BMeIIaTe/Nb-
cTBaMu (9KCTpaKuuy 3y6oB, SHIO-
CKOIMYecKye UCCIefoBaHus, Mo-
JIOCTHBIE OIIePALINY U AP.).

B Poccnn ¢ menpio npoduIaKTUKU
PeKOMeHJyeTCs Ha3HauaTb JJaHa3071
u3 pacyera 10 mr/kr/cyT (Makcu-
MasibHasi CyTOYHas fosa — 600 mr) 3a
5 mHev 0o 1 2 MHA IIOC/Ie BMeIaTe/lb-
CTBa, Win 6710KaTopsl prbpuHOIN3a
3a 48 4 no u 48 4 1mocjie BMelIaTenb-
cTBa (AMMHOKAIIpOHOBasl KUCIOTA
8-12 r/cyT B 3-4 mpuema nepopanb-
HO MM TpaHeKCaMoBas KMUC/IOTa
1-3 r/cyT B 2-3 npuema). IIpn cpou-
HBIX ollepanyAX 3a 1 gac go omepa-



UM VI HEIOCPe/ICTBEHHO Iepe
ONEpPaTUBHBIM BMEIIATEIbCTBOM
HasHavyawTCcs nHPy3uu 300-400 M
CBEXe3aMOPOXKEHHOI! IIJIa3Mbl UJIN
200-300 M1 5% pacTBOpa SNCUIOH-
AMIHOKAIIPOHOBOJ KMUCIOTHI (Tpa-
HEKCaMOBOJI KMCIOTBI) 25 MI/KI/CYT
B/B KaIle/IbHO.

Jleuenme octporo npuctyna HAO

ITpu ocrpom npucryne HAO Heo6-

XO[IMMO IIpeXJie BCEerO YBEIMYUTD

103y 6a3MCHOI Tepamnuu JaHa30/I0M

UM 3ICUIOH-AMUHOKAIIPOHOBOM

kucnotTol. B Poccuiickoit ®enepa-

uuy npu nedenuu npucryna HAO

IPYMEHAT CBEXe3aMOPOKEHHYIO

1a3My, Kotopas copepxut Cl-uH-

ruburop, ns pacdera 10-15 m/kr/

CyT. B cpaBHeHNMM ¢ aHfiporeHaMu

CBEXXe3aMOPOXKeHHas ITa3Ma 6oree

[loporas U CBsi3aHa C pUCKOM MHU-

yuposaHus (rematut B u C, BUY-

nHPEKUNN), HO B L[eJIOM CUUTAETCS
6onee apdexTnBHON B mpenoTBpa-

IMEeHNM MM MUHMMM3ALMUM aTak.

Ina xkynupoBaHusa npuctyma AO

TaK)Ke BO3MOXKHO IpMMeHeHue 5%

pacTBOpa 3IMCUIOH-aMIHOKAIIPOHO-

BOJ KJCIOTBI, OKa3bIBAIOLIEN aHTH-

bubpuHOMIUTIYECKOE [IeTICTBHE, 110

100-200 M1 OHHOMOMEHTHO BHYTPU-

BEHHO KaIleJIbHO, a 3aTeM 110 100 M

BHYTPUBEHHO KaIleJIbHO KaXkKZIble

4 yaca o KynupoBaHMs oTteka. JIyd-

meil MepeHOCHMOCTbI0 ObmazaeT

TpaHeKcaMmoBas Kuciaora (25 Mr/kr

MaccChl Te/la Kaxkzible 3—4 Jaca BHYT-

PUBEHHO KaIle/IbHO VU 4epe3 porT).

ITpu pasBuTUM OTEKa FOPTaHM Haps-

Jly ¢ BbILIEIIepeYNCIeHHBIMM IIpeTIa-

paTaMi MCIIOIb3YIOTCA:

= (apMmaxoTepamus; TOCINUTaIN3a-
s B JIOP-otmenenne;

= MHTYOAIVA, a B TAKEIBIX CITyda-
AX — TPAXeOTOMIS;

* OKCUT'€HOTEpaluA U OXIaXKJeHue
NbgoM (IpYMeHeH)e OKCUTeHOTe-
panuu 2—-6 n/4ac ¢ Le/Ibl0 LOCTU-
>keHust 6omee 95%-T10 HACHIIEHMS

KUCTIOPOOM  TiepudepriecKoir
KpOBM);
= B CJy4ae PpacIHpOCTPAHEHHOrO

oTeKa Iiey OOHapy>keHMe Tpaxeu
MOXeT OBbITb 3aTPYJHEHO; MOXKET
HOTpe6OBaThCsl HEOTIOKHASL KO-
HIOTOMSL.
ITpsiMOIT OCMOTP [BIXATeTbHBIX
IyTeil He PEKOMEH/J0BAH U HeXe-
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Jlekuim ana spadei

Ta6imtga 4. Hosvie nlekapcmeeHHvle npenaparnl 0715 JleueHUst HAC/Ie0CMBEeHHbIX 0MeK06

(no dannbimM KAUHUMECKUX UCCIe008aHUTL)

- ITo6ounbIe
IIpenmapatpl IToxasanusa Jo3b1 MexaHnusm geiicTBuA
3¢ dexTnr
IlomaBnsieT nIa3MeHHbBIN
OcTpble aTakn,
KonuenTpar Ka/UIMKPeNH, GpaKkTop
KPaTKOCpOYHas 1000 U
Cl-unrubnropa W WIMTETbHAT | BHYTPUBEHHO cseprbiBanuA Xlla n Xla, Pedxo:
(Cinryze, Berinert) npoduraicTiia ClIs, CIr, MASP1, MASP2 aHadumakcus,
U1 MBIEYERALTE] TEOPEeTNIEeCKIIT
TlogaBnger rmasMeHHBIN PpUCK nepenain
PexombyuHaHTHBIT | OcCTpble aTaxi, 50-100 U KaJUIMKpeVH, GaKTop MHQEKLMOHHBIX
Cl-unruburop KpaTKOCpOuHas | o = o | CBepTbIBAHIA Xlla u XIa, 3aboreBanmit
(Ruconest/Rhucin) | mpo¢umakruka yTp ClIs, CIr, MASP1, MASP2
U IUIa3MUH
Yacmute:
TIMHEHe
VIurn6urop . e
30 mr ITogaBAeT IIa3MEHHBIN | IIPOTPOMOVHOBOTO
Ka/UIMKpPEenHa OcTprle aTaku
. HIOZIKO>KHO Ka/UIMKPeVH BpEMEHN.
(Ecallantide)
Peoxue:
aHadmmakcus
VikarubauT — .
Crrenndnyecknit Yacmole:
AHTarOHUCT 30 mr
Ocrpble aTakn AQHTarOHMCT PeLeNTOPOB ayckoMdopT
peuenrtopa B2 MIOJJKO>KHO
. (B2) 6papnkuHmHa B MeCTe BBeJjeHIs
(Firazyr)

7aTeNieH, eCiM HeT BO3MOXXHOCTHU
HeMeJJIEHHOTO pa3BepThIBAHUSA
peaHMMalVIOHHBIX IPOLEAYP, TaK
KaK IIpOoBefieHNe JAHHON IpOILeNy-
PBI MOXKET IIOBJIeYb 3a co60it pes-
Koe yXyjuieHne coctossusA. [Ipu
BBIpa)KEHHOM 00JIEBOM CUHIPOMeE
y HaLMEeHTOB ¢ abjOMMHAIbHBI-
MU OTeKaMy HeOOXORMMO MPOBO-
IOUTDb afleKBaTHoe o06e3bonmBanme
[Oj] MMOCTOSSHHBIM HabI0IeHueM
XUpypra, Tak Kak IJIMTEIBHO Cy-
IIeCTBYIOWNI OTeK CTeHKU KMU-
IIeYHMKa MOXXET BBI3BATh HEKPO3
U MOTpe6oBaTh ONMEPAaTUBHOTO Jie-
yeHMA. [JalMeHTHI ¢ COMYTCTBYIO-
el TUIIOTEH3Mell NOKHBI OBITh
TOCHMTANU3UPOBAHBI M HpOJeYye-
HBI C aTPeCCUBHOI perupparalmei,
C JeJIbI0 BOCCTAHOBJICHU I COCY/IHC-
TOro o6’beMa.

B nacrosiee Bpems sl JIeUeHM
HAO pexomeHOBaHBI U IpUMe-
HAIOTCS Ha IIPaKTHKe B PAas/IMYHBIX
CTpaHaX Iperaparsl, Ipe/iCcTaBIeH-
Hble B Tabnue 4 [10].

B Poccum sapeructpupoBaH cle-
nudnIecKnil aHTaTOHUCT perjer-
TopoB (B2) 6paguknunna Oupasup
(nkaTM6AHT), IPUMEHSIIOIMIICS IS
nedeHns ocTpbIx npuctynos HAO.
®dupasup - CUHTETHYECKUIT JeKa-
nenTuyp ¢ ananornyHoi BK cTpyk-

TypoOil U ogmHaKoBoil adpduHHOC-
TBIO K B2-perjenitopam, criennduyaen
K B2-penentopam u obnagaer po-
CTaTOYHBIM OMOTIOTMYECKUM IIepU-
OZlOM TONyBBIBeJeHMA. BBopuTCA
HOJIKOXKHO B OCTPYI0 (asy oTeka 110
3 M7 (IUIpuIl B KOMIUIEKTE C UITION
MHDBEKI[VIOHHOIT).
ITpoTuBONOKa3aHUAMMY /IS IPUMe-
HeH ITpenapara sABIATCA:
= IOBbIIICHHAsT YyBCTBUTEIBHOCTD
K KOMIIOHEHTaM IIpenapara (ax-
TYBHOMY BeELIECTBY M BCIIOMOTa-
TEJIbHBIM BellleCTBAM);
= OJ[HOBPEMEHHBIIl TIpJeM MHTUOM-
TopoB ATID;
= JeTCKuil Bo3pacT o 18 net (3d-
(dexTMBHOCTD U  0€30IIaCHOCTD
IpUMEHEeHNUs He YyCTaHOBJICHBI).
MxatnbaHT peKOMEHAYeTCs Ipu-
MEHSATDb C OCTOPOXXHOCTDIO TIPU CO-
IOyTCTBYIOIIEi MITeMMIecKoit 60-
nesHu ceppua (MBC), mockonbky,
yUUTBIBAasA CBOJCTBA aHTaTOHMCTA
peuentopos BK 2-ro Tuma, Henb3A
UCKJIIOYUTh BO3MOXHOCTb YXY[-
meHnst pyHKIMYM MUOKApHA U CHU-
JKeHNs KOPOHAapHOTO KpoBooOpa-
meHus. IIpemapar Takxe MOXeT
CHM>XATb IIOJIOKUTE/NIbHbIN Hell-
pompoTtexTuBHBIT 3 Pekt BK mosa-
Hell ¢aspl, XO0TA OTMedeH (PaKT Io-
JIOXKUTENIBHOTO BAMSAHUSA GIOKaZbI
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penentopos B2 B ocTphlil nepuop
HapyIIeHNs MO3TOBOTO KPOBOOOpa-
menuA. CregoBaTe/bHO, HA3HAYATD
MKaTMOGAHT MAIl[MeHTaM B IIepBbIE
HeJie/I/l MHCYJIbTa CJIeyeT TOIbKO
IIpY pasBUTUY >KM3HEYTPOXKAIOLINX
OTeKOB, II0f] CTPOTMM HabIIofieHIeM
Bpaua [8, 9].

ITpemmapaT peKkoMeHIOBaH JJIA ca-
MOCTOATEIbHOTO BBeJleHU S Ialu-
eHTaMI.

Ha cerogHAmMHNI MOMEHT IpoO-
BeleHbl OCHOBOIIOJATaIne
MEXYHapOJHble KIVHMYeCKNe
uccinenoBaHusa 9¢PeKTUBHOCTH
n 6esonacHocty Pupasupa. B vacr-
HocTu, uccnegoBanusa FAST-1 u -2
ObLIM TTPOCIEKTMBHBIMU [IBOIHBI-
MU CJIeTIBIMM PaHIOMM3VPOBaHHBI-
MU MHOTOLIEHTPOBBIMY MICC/IEfi0Ba-
Husamu I1II ¢paspl, paspaboTaHHBIMU
mnsi cpaBHeHUs 3G PeKTUBHOCTH
u 6e30IaCHOCTY MOAKOXXHO IIPU-
MEHSIBUIETOCSI MKaTHOaHTa C IIIa-
ne6o (nccnemosanme FAST-1) unn
C IpUMeHABIIeNCA BHYTPb TPaHeK-
CaMOBOJ KUCIOTOI (MccenoBaHme
FAST-2) y B3pOCTBIX TaIiMeHTOB
¢ pgepunmurom Cl-uHrubUTOpA.
B nccnenoBaHm s BKIIOYaINCh TONIb-
KO MalYeHThl C yMEePeHHBIMI UTIN
O4YeHb BBIPA)KEHHBIMMU NIPUCTYyIa-
mu HAO 1-ro n 2-ro tuna. Becero

Jlumepamypa
- C.76

UkaTnb6auT (npenapar Oupasup) — cneunduueckmin
aHTaroHucr peuentopos (B2) 6pagukunnHa

/ IlpumeHseTcs [/ Te4eHNA OCTPBIX IPUCTYIIOB
HAC/IeICTBEHHOTO AaHTMOOTEKa.

/" CUHTEeTUYEeCKIIT HeKATIEI T C aHaJIOTUIHO
OpafMKMHMHY CTPYKTYPOII 1 OBMHAKOBOIA
appuHHOCTBIO K B2-penienniTopam, cnenuduyen
K B2-penenrtopam 1 o61mazjaeT OCTaTOUHBIM
OMO/IOTNIeCKIIM NIePIOOM IOy BbIBEEHIL.

/ BBOIMTCS TOAKOXKHO B OCTPYIO pazy oTeKa
110 3 M1 (LI PKI] B KOMIIJIEKTE C UITION
MHBEKI[VIOHHOIT).

/ PeKOMeH/IOBaH /sl CAMOCTOSITEIBHOTO BBEIEHVISI
MaIeHTaMu.
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B 67 MCCNeN0BaTeNbCKUX LEeHTPax
0 BCeMY MUPY OBIIO PaHZOMU3U-
poBaHo 130 manuenToB. OCHOBHOI
Henbio Obina oreHKa 3PPeKTns-
HOCTU MKaTMOaHTa y HaLlVIEeHTOB
C HAaC/Ie[CTBEHHBIM aHTMOHEBPO-
TUYECKUM OTEKOM 1-TO U 2-ro TH-
na, IMpOABIAIIINMCA KOXHBIMU
u/Mau abBOMMHANBLHBIMY IPUCTY-
nmaMy. B JaHHBIX MCCIe[OBaHUAX
OBIIO YCTaHOBJIEHO, YTO aHTAaro-
HICT pellenitopa B2 6paguknHnHa
Oupasup (nxatnbant) sddexTu-
BEH B JICYCHUN BCEX M3Y4aBIINXCH
TUIIOB OCTPBHIX IpucTynos. IIpu
6onpmuHCTBe (~90%) MpUCTYIOB
TpebOBaIach TONBKO OffHA MHDBEK-
unsa Oupasupa 41d MOTHOTO pas-
peleHnsT KINHUKU 3a60eBaHUSI.
ITo oumenke manuenTos, Pupasup
OpUBOAUI K IepBOMY yayuylle-
HIIO CUMIITOMOB B JMCC/IeIOBAHNM
FAST-1 uepes 48 munyT (nmare-
60 — uepes 16,9 gaca), a B UCCIENO-
paHyuy FAST-2 - yepes 48 Munyr
(TpaHeKkcaMoBasi KMUCIOTa — Yepes
7,9 gaca). Ha ¢pone neuenns Ou-
PaspoM OTKPBITBIM METOLOM JIa-
PUHTea/IbHBIX IPUCTYIIOB MeMaHa
BpeMeHH, NIPOXOAVBIIETO 1O Iep-
BOT'O YMEHbBIUIEHUA CUMIITOMOB, CO-
cTaBnsana B uccnegoBanum FAST-1
0,3-1,2 4yaca, a B MUCC/IeJOBAaHUU
FAST-2 - 0,3-4,0 gaca. 3a Bpems
IpOBE/IEeHN A JMCCIeNOBaHUS He OT-
Meyasnoch Pa3BUTHA Cepbe3HbIX He-
JKeJIaTeJIbHBIX SABJICHUII, Ipelapar
xopouro nepexocuncsa. Haubomnee
YaCcTBIMY HOOOYHBIMM PeaKIUAMU
B KIMHMYECKMX MCCIEeOBAHUAX
y GONbHBIX OBIIM MeCTHBIE MPHU-
3HAKJ BOCIIaJIeHNUs — IOKPaCHEHNe,
OTeK, olyIeHue 6011, XKapa, JKxKe-
HIA, 3V KOXI. B 11e1om peaknnm
Ob1M 1260 BBIPAXKEHHBIMU, Kpart-
KOBPEMEHHBIMU, He TpeboBanu 1o-
HOMHNUTENbHOI Tepanuu. upasup
0€3yC/IOBHO SIB/ISIETCSI JOCTOMHBIM
a/JIbTepHaTUBHBIM BapUaHTOM JIede-
H1A ocTpbix npuctynos HAO, rak
KaK XapaKTepU3yeTCs BHICOKOIL a(-
(eKTMBHOCTBHIO ¥ XOPOLIelt TepeHo-
CUMOCTBIO [8].

Neuenne npnobpeTeHHbIX
aHrU00TEKOB

OcHosoit Tepanun ITAO apngerca
Jle4eHe OCHOBHOTO 3a060/IeBaHMA.
IIpn npuobpereHHOM HmeduULU-

te Cl-mHrnbuTopa screpasbl ero
KOHIIEHTPAT M aHJPOTEHbl MeHee
o PexTuBHBL. Y TaKUX OOMbHBIX
6onbunit ekt oTMedaeTcs npu
MCIIO/Ib30BAHNM IIpenaparos, obia-
HAIOLIX aHTUPVMOPMHOMIU T YECKO
aKTUBHOCTBIO. [Ipy ayToMMMyHHOM
ITAO pgna cHMXXeHMA MPOAYKUUU
ayTOQHTUTE/I BOSMOXXHO IpVMeHe-
Hue mIasMadepesa, HUKIOCIOPUHA
U JPYroil MMMYHOCYIIPECCUBHOI
Tepanuy. JleueHne mpucTyna npu-
obpereHHbix AO IpPOBOJUTCA IO
TEM >Ke IIPUHIUIIAM, ITO U IPYU Ha-
cnencrBenubix AO [5].

Bmecto 3aKknioueHus

B HOs16pe 2004 1. Bo @paHiuu 6bi1a
3aperucTpmuposaHa MexayHapop-
Has OpraHM3al s MalMeHTOB C He-
JIOCTaTOYHOCTBI0 MHTU6UTOpa Cl
(International Patient Organization
for Cl1 Inhibitor Deficiencies,
HAEI). Opranmsanus okasblBaeT
IIOMOIIb CIlelManucTaM B obac-
™ HAO, a Tak>ke Hal[MOHATbHBIM
opraHmU3anuMAM U TpyHIaM Ia-
uuentos ¢ HAO no Bcemy mupy.
Henpio MeXyHapOJZHOI OpTaHM-
3anuu nauneHToB HAO saBnsercsa
obneryenne gocryna K a¢pdexTus-
HOJI AMAarHOCTVKE U JIE4eHNIO Ha-
C/IeICTBEHHOI'0 AaHTMOHEBPOTHIYeC-
Koro oTeka. 16 maa 2012 r. HAEI
ob6basuna ITuem HAO, nmocBaTus
3TOMY COOBITHIO BebcaiT (Www.
haeday.org), Ha KOTOpOM MOXHO
OTIIPABUTD Y/IBIOKY-KaPTUHKY BCEM
ManyeHTaM 1 BpadaM, CBS3aHHBIM
¢ HAO, pga n Boob1uie BceMy Mupy.
Bce ynpibky oTob6pa’kaloTcs Ha
MHTEPAKTUBHON KapTe, 1 MOXHO
BUJIETb, 3 KAKOil CTPaHbl U TO-
pona mpucnaHa ynblOka. XodeTcs
OTMETUTD, 4TO U B Poccuiickoi
Qepepanuy Ha CETONHAMIHUIL MO-
MEHT TaK>Ke CO3[jaHa OpraHM3al A
MaIMeHTOB C HeJOCTAaTOYHOCTBIO
nuruéuropa Cl. [Ins noBblmeHus
Ka4yecTBa OKa3aHMA MeJMIIMHCKOMN
IIOMOIIM JAHHOJ TPyIIe HalJeH-
TOB, B TOM 4YJICJIe Ha 3TaIlaX CBOe-
BpeMEHHOII JUAarHOCTUKM 3a60te-
BaHMUs, HEOOXOZMMO IpOBefeHMe
006pa3oBaTeIbHBIX IPOTPAMM IS
Bpayeil pasHBIX CIIELIMaIbHOCTEN,
B TOM 4HCJ/Ie TePaIeBTOB, Ieguar-
POB, XMPYProB, OTONAPUHTOIOTOB,
peaHMMaToJIOroB. %



