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B. T.My3bipes, B.A. Casok

MOJIEKYTAPHBIE OCHOBbI U KITMHUNYECKWE ACIEKTbI
HEAQOCTATOYHOCTU ar AHTUTPUTICNHA

HWUW meanumnHckoii reHetnkn THL, CO PAMH

HefocTaToOYHOCTL OOF aHTUTPUINCUHA — pacnpocTpa-
HEHHOe HacneACcTBeHHOe 3aboneBaHme, 0O0YC/I0B/IEHHOE
CHWXEHHOW KOHLUeHTpauuein araHTUTPUNCUHA B CbIBO-
pOTKE KpPOBW BCAeACTBME PAa3/INYHbIX MyTauuii B reHe Pi,
NposBAlOLLEEeCA Yvallle BCEro B BuUAe XPOHUYECKMUX He-
cneymdmnyecknx 3aboneBaHWi erknx c pasBuTUemM 3M-
h1zembl, a Takxe NOpaxeHMeM MevyeHn n cocynos [5].

OU-AHTUTPUINCUH MpeAcTaBnseT coboi rankonpoTe-
WH, CUHTE3NPYIOLWNIACA rNaBHbIM 0Opa3oM B MeYeHU U B
MEeHbLUMX KOJIMYecTBax B MOHOHYK/eapHbIX daroumrax,
HelTpodunax, Knetkax KWLIEYHOro 3NUTenus, napeHxu-
Mbl Moyek. MnaBHOM ero (yHKuuern aBnseTca MHakKTuBa-
umMa pasHoOobpasHbIX MpoTeas, BbICBOGOXAAKWMXCA U3
NeiikounToB NpWY peakumnsx Hecneuutnyeckom 3alimnTbl
opraHu3ma. HassaHue "ramMkonpoTemH" — He COoBCeM
TOYHO: XOTHA OU-aHTUTPUMNCUH W OKa3biBaeT cnaboe WH-
rubvpytollee AeNCcTBUE Ha TPUMCUH, OCHOBHbLIM €ro cy6-
cTpatoM fABnseTcs 3nactasa Helitpodwunos [16,52].
Joka3aTenibCTBOM 3TOro fABNAeTCH ObICTpas noteps ana-
CTUYECKMX CBOWCTB NIErOYHOM TKaHW U passBuTue amdu-
3eMbl MPU He[OCTaTOYHOCTU araHTUuTpuncuHa. OH Tak-
Xe OTHOCUTCH K Mapkepam OCTPOha3oBOro BOCMa/IEHUA
W ero ypoBeHb B MJasme KpPOBW MOXeT Bo3pacTaTb B

3 pasza.
0J-AHTUTPUNCUH OTHOCUTCA K CEMEWMCTBY CEPUHOBbIX
npoteas — cepnuHam (serpin — serin proiease inhi-

bitors). CepnuHbl OTAMYaOTCS CNOXHOA CTPYKTYpPOW W
cBocTBamMu, OO6YCNOBAMBAKOLWMMMK ObICTPOE U3MEHEHME
KOH(hopMaunn mMosekysbl U oOpMUpPOoBaHNE 3ax/10MblBato-
wecs "NoByLWKN" Npu BCTpPeYe C 3/1actasoil nnam gpyrou
npoteasol. CepnuHbl ABAAKOTCA [/1aBHbIMU aHTUNPOTe-
asamMy 4YenoBeYecKol nnasmbl. ApKMMK npeacraBuTens-
MW cemelicTBa, MOMWUMO ar aHTUTPUICUHA, SBASKOTCSH
aHTUTPOMOWH, KOHTPOMIMPYIOLLMNI CBEPTbIBAHME KPOBW,
C 1-nHrméuTop, perynupyroLmin peakuun Kackaga cucre-

Mbl KOMMJIEMEHTa, pas/inyHble MHIMOBUTOPBI MNa3MUHOre-
Ha, aKTMBaLUMsA KOTOPbIX WMHrnbupyet npouecc mnbpuHO-
nnsa [16].

MaTonornyeckne cocCTOAHUA, CBA3aHHble C (Xj-aHTn-
TPUMNCUHOM 1 ero AednunToM, HacneaylTcs pPeLlecCUBHO,
B psge cnyyaeB — KOAOMMHaHTHO. OaHako 6uonoruyec-
Kne eHoTUNbI, onpedensemMble Mpu U303/1EKTPUYECKOM
hoKycmpoBaHMM 6enka B arapo3HOM resie, OObIMHO npes-
cTaBfeHbl ogHUM 63HAOM Y FOMO3UIOT U ABYMS 6G3aHOaMum
y retepo3urot. B To ke Bpems, ecnn oouH u3 annenei
ABMSeTCA HyNeBbIM, TOrga OMOXMMUWYECKas AuarHocTuka
rOMO3MIOTHOCTU W FeTepo3uroTHocTu ¢ annenem null He-
BO3MOXHa. CnepoBaTenbHO, OWONOrMYeckuii eHoTun
npakTMYecKn Bcerga Hacnenyetcs KOAOMWHAHTHO. [lo-
3TOMY B OTHOLLUEHWUW a/inienei araHTUTpuUNcuHa AonycTu-
MO ynoTpebrieHne Kak TepMWHA reHOTWUr, ecnu noJsarartb,
YTO A1 ANArHOCTUKU WCMNO/b30Ba/IUCh METOAbl MOJSEKY-
NAPHOWM FeHeTUKW, TakK U heHOTUM, ecin UCNoNb30BasIOCh
M303/1eKTpUYecKoe (oKycmpoBaHne Oesika nnasmbl, Ko-
TOpoe Ha CerogHsAWHWK AeHb ABASETCS CcamMbiM  MNOny-
NAPHbIM  METOAOM AWNAarHOCTUKW  annesnbHbIX COCTOSHUA
araHTUTpUNCcuHa y 4enoBeka. C 3TUX MO3ULMIA MOHATUA
heHoTUMa 1 reHoTuna coBnagatoT.

leH Pi

FeH araHTUTpUncmHa — Pi KapTupoBaH Ha OJ/IMHHOM
nneye Xpomocombl 14. K3BecTHa ero nosiHasa HyK/eo-
TuaHaa nocnegosaTenbHOCTb [13]. MHOrouucneHHble
ainenIn reHa MOXHO noAapasfenutb Ha HOopMasbHble, Ae-
ULMTHbIE, HYNEBbIE W annen ¢ N3MEHEHHbIMU CBOWCT-
Bamu. eH umMmeeT 5 3k30HOB (puc.l), NpuyemM 3K30H |
nogpasgensderca Ha la, Ib n 1c. 3k30HbI 1a n Ib cogep-
XaT QparmMeHTbl, OTBETCTBEHHble 3a TpaHCKpUNuui B
Makpogarax, a 3K30H 1c MMeeT MPOMOTOPHYH 06acTb,
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Puc.1. CTpykTypa reHa nHrmubmutopa npoteas Pi-protease inhibitor.

Heob6xoAMMYy0 AN TPaHCKpuNuunM B renatoumtax. Koam-
pyrowias o6nacTb reHa pacnpocTpaHseTca Ha 4 3K30Ha
(IN—=V). CrapT-KOgoOH Ansa 24-aMUHOKWUCNIOTHOIO CuUr-
HanbHOro NenTnaa v 2 u3 3 cCanToOB T/IMKO3UINPOBaHUSA
6€efiKoBOW MOJEKY bl SIOKaIM30BaHbl B 3K30He Il. B 3k-
30He Il nmeeTcs nocnegHuini U3 3 caiiToB F/INKO3WUINPO-
BaHMs1 U Hambosnee NOAMMOPMHLIFA caiT B KOAMPYHOLLEN
obnactn Val213Ala. 3k30H V — 3TO MecTopacnosno-
X€HVe Hambosnee 4yacToii MyTaumm, CBSI3AaHHOW C ar aH-
TUTPUMNCMHOBOW He[O0CTAaTOYHOCTLIO (Z-BapuaHT), ak-
TuBHOro cavita M358, crton-kogoHa TAA wu cailiTa
nonnageHnnuposaHua (ATAA) [8]. Bcnepcreue TpaHc-
nauum MPHK a raHtuTpuncmHa obpasyetca 418-amMuHO-
KNCMOTHbIN 6€e/10K, BK/IYaLWNIA CUMHasIbHbIA NenTua,
BHYTpM 3HAOMNa3mMaTnyecKoro petukysiyma CUrHasb-
HbIi NenTua, oTcekaeTcss OT 6efKOBOW MOJsieKysbl, Hauu-
HaeTcsa IMKO3UIMPOBaHMe onurocaxapugamu. B ato xe
BpemMs 6efioK HauMHaeT MpUHUMAaTb CBOMCTBEHHYIO MpPO-
CTPAHCTBEHHYIO CTPYKTYpY B MPUCYTCTBMU LLANEPOHOB.
3aTeM Mosiekyna noaBepraeTcad MNPOLLECCUHTY B KOM-
nnekce FoOMbOXW W MONYYEHHbIA FNNKONPOTENH Ccekpe-
TUpyeTcs B KpOBb. Becb npouecc oT TpaHcnauum ao ce-
Kpeuun 3aHnmaeT meHee 90 mMuH [8].

HomeHknaTypa annenei reHa Pi

HomeHknaTypa anfeneii reHa Pi ocHoBaHa Ha 31eKT-
pochopeTnyeckoii MOABMXKHOCTM MPOAYKTOB 3TUX assie-
neii. BapuaHTbl araHTUTPUNCKMHA, ABuralowmecs Hanbo-

Nee ObICTPO K aHofdy, Ha3BaHbl NepBbiMM GyKBaMu na-
TUHCKOro ancasuta. HopmasbHble annenn 06bIYHO Npo-
ABUralmTca K cepeguHe rens v nonagatioT B M-obnactb,
rMoaTOMy HasblBalOTCa 4valle Bcero M-annenamun. Hanbo-
nee yacTbli AePUUUTHBIA BapuaHT — Z-anneb — ABu-
raeTca Me/IeHHO U pPacriofioXeH oveHb B67IM3KO K KaTo-
4y, B Z-obnactu [7].

HacuuTbiBaeTcs 60nee 75 BapMaHTOB reHa, NPOAYKTbI
KOTOpOro o06nagalT HOPMaIbHOW (hyHKUMen u npea-
CTaB/ieHbl B CbIBOPOTKE KPOBM B HOPMasibHbIX KOHLIEHT-
paumsx. Hambonee u4acTto BCTpevaloWMecs BapuaHTbl
HOpMa/bHbIX asnieneli oTobpaxeHbl B Tabn.l. OcHoBol
BCEro pasHoobpasusa annenenn reHa Pi asnatTca 2 Bapu-
aHTa annens M1, onpegenswowmecs amMUHOKUCIOTaMU
alaHVH Win BayiH B 213-M nonoxeHmn. M2, M3 npo-
m3ownn ot M1V Bcneactsne 3amMeHbl OOHOIO OCHOBAa-
HUA B pasnUyHbLIX yyacTKax reHa. Annens M2, npowuso-
weawmnin or M3, MMeEeT TO Xe OT/Nn4YMe B MePBUYHON
CTPYKType 6enka, KOTopble oTnmyatoT M3 ot M1V, og-
Hako B HeM Habnwopaetcsa eulle ogHa gobaBoyHas MyTa-
uma B 110-M nonokeHuun. YeTbipe OCHOBHbLIX asnens
Miala, Mlval, M3 n M2 — 3TO OCHOBa, OT KOTOpPOW
MPou3oLWNN BCE OCTa/lbHble HOPMaJlbHble N aHOMallbHble
BapuvaHTbl reHa. M4 aBngeTcsa peakuM HOPMaslbHbIM al-
nenem (puc.2) [17,18,26,36].

JedhnunTHbIMM Ha3biBalOT asifenn, Haanydne KOTOpbIX
06yCNoBNMBaET CHWKEHME KOHLEeHTpauuu ar aHTUTpun-
CYHa B CbIBOPOTKE KpPOBU. MHOrve wus atux aiienei B
roOMO3VUroTHOM WM B FeTepO3UroTHOM C Z-asnenem co-
CTOSHUWN NPUBOSAT K PasBUTUIO XPOHUYECKUX HecrneLu-
dunyeckmux 3aboneBaHuii' nerknx. YacTtb AePULNTHBLIX
annenev BcneacTeMe noaAuMepusaumMu B renatouutax
BbI3bIBAIOT MOBPEXAEHME MNApPEeHXMMbl nevyeHn — PiZ,
Pi M (Maltén).

Hanbonee uvactbiMm annenem reHa Pi, obycnosnvsato-
WM gehmumt ar aHTUTPUNCMHaA B KPOBU, SBASIETCSH

Ta6numuya 1
HopmanbHble annenun reHa Pi

FeHeTnyeckas
Annens JNlokanusauma myTauuu, 3K30H

OCHOBa

Pi M1A Ala213(GCG), 3
Pi M1V Val213(GTG), 3
Pi M2 M3 Arg(CGT)101 His(CAT), 2
Pi M3 M1V Glu(GAA)376Asp(GAC), 5
Pi M4 M1V Arg(CGT)101 His(CAT), 2
Pi B Asp-Lys, HEU3BECTHO
Pi F M1V Arg(CGT)223Cys(TGT), 3
Pi P (St.Albans) M1V Asp(GAC)341Asn(AAC), 5
Asp(GAT)256Asp(GAC), 3
Pi X M1V GIu(GAG)204Lys(AAG), 3
Pi Christchurch Glu(GAG)363Lys(AAG), 5



MIA W MNnW mnmnmmw NMinpgmn »

213 Ala
M1V « O H MIHHHUWHHHULIP VaVIVIV
pil 213 val
110 Arg 213 val 376 Glu

Prc.2. 3Bonoumnsa 6a3nCHbIX HOpManbHbIX anneneit resa PJ.

PH. OH BcCcTpeyaeTcsd B rOMO3UIOTHOM COCTOSHUU Y
95% nauueHTOB C HeAOCTaTOYHOCTbIO ar aHTUTPUNCU-
Ha. Kak npaBwio, 2-annenb BCTpeyaeTcsd TOJIbKO Yy €B-
porneonaoB N WCK/OYUTENIBHO peako cpean Herpos U
MOHro/fiongoB. 3ameHa rnytamuHoBol kucnoTel (OAO)
Ha nmsnH (A A O, obGycnosumBlwas Hanmume Pl2-anne-
nd, npowusowna okono 6000 neT Hasand Ha ceBepe EBpo-
nel. OH BCcTpedyaeTca C yacTtoToii 5% B CkaHAWHaBuu,
4,5% B NatBun, 4% B bputaHumn, 1-3% B HOKHON
EBpone u cpean esponeonaos CLUA [18]. B cBs3u co
3HauuTencHol kKoppensuueii P\11- n gpyrux PP :2-te-
HOTUMOB C 3Mmdmsemon, 3aboneBaHUAMM MeYEeHU U Co-
Ccy[oB, BeAeTcs MHTEHCUBHOE M3yYeHue 3TOro annens u
ero npoaykra.

P1b-aninen> ©6onee pacnpocTpaHeH B €BPOMeouaHbIX
nonynaumax. C uyactoton Ao 10% OH BCTpeyaeTcs B
KOxHOIi EBpone n 5% — B CeBepHO. bonblias yacTb
NpPoAyKTa 3TOro ansiens MnofHOCTbI0 AerpaavpyeT B rera—
TouMTaxX, HO He HakaniMBaeTCs B HUX, YTO OObACHSAET
cpeaHenonynAauMoHHbIe Mnoka3saTenu 3abosieBaeMocTu re-
YeHU Yy roMO- U reTepo3uroTt no b-annent. OcTaTto4yHoe,
HeAerpaavpoBasllee KOJSIMYEeCTBO OL-aHTUTPUMCUHA, KO-
TOpoe MNOKUAAeT renaTouuTbl, 06NagaeT AOCTaTO4YHbLIM
aHTUNpoTeasHbIM 3PMEKTOM, YTO6BbLI 3aWNTUTL OT aMdu-
3eMbl Aae roMo3uror. OgHako FOMO3UTOTbl-KypPUSbLLN-
KW MOFYyT BCe Y€ WMEeTb HECKOJIbKO MOBbILEHHbIA PUCK
3aboneBaHuin nerkmx. OWyTUMOeE MaTofornyeckoe Aen-
CTBME anfesflb OKasblBaeT MINLb B reTepo3nroTHOM COCTO-
AaHun ¢ PIM- nnn /w//-annensmn.

B cpegHem KaxAblii AecATbI XuUTenb EBponbl ABNSET-
cA reTepo3nroTHeiM no P\b- unn P15-annento. Mpeanona-
raeTcs, 4Yto OAHUM W3 MPENMYLLECTB PacnpoOCTPaHEHHbIX
LeUUNTHBIX annenein reHa Pl aBnseTcA NOBbIEHHAs
yactoTa MHOrOMJoAHbIX 6GepeMeHHOCTel W BbiCOKas
dhepTnbHasA CNOCOGHOCTb MaTtepeii — reTepo3nUroTHbIX
HocuTenbHUy, [3,12].

HynesbiIMW Ha3blBaAlOTCA annienn, NPoOAYKTbl KOTOPbIX
HEBO3MOXHO oOnpenennTb B CbIBOPOTKE KpoBu. O6LWWas
KOHLIEHTpaLUusa Ou-aHTUTPUMNCUHA NPW 3TOM 3HaYUTesb-
HO CHWXeHa Yy retepo3snrot WiMm pasHa HY/H0 B roMO3u-
FOTHOM COCTOSIHUU. [pUYMHaMM TaKoW HernosIHOLEHHO-
CTU reHa MOryt 6bITb OAHOHYKNEOTUAHbIE MyTauuu,
dopmMmupytowe npexaeBpemMeHHbIA CTON-KOAOH, MHcep-
UMM n geneuuu OOHOINO WM HECKOSIbKUX HYKNeoTuaoB
(BNNOTb A0 UeNbiX 3K30HOB WM BCEM KOAWPYHOLLEW O6-

nactu reHa), cApurawoliMe pamKy cuuTbiBaHUS. [pu
3TOM He HabnwpaeTcsa HaKOMAEHUA MNaTo0rnMYecKmnx
NMPOAYKTOB asfiefieid B renatouuTax U, Kak npasuso,
puck 3abofieBaHMii MevyeHM He MoBblwaeTcs. B Tab6n.2
npueeeHbl Hambosiee 4yacTo BCTpevawowmecs aeuumt-
Hble W Hy/seBble annenu reHa Pi.

Pi (Pittsburg (Met[ATG]358Arg[AGG], 3k30H 5) oT-
HOCUTCA K rpynne annenein ¢ ocobbiMn CBOWCTBAMM.
YKaszaHHasa MyTauusi B reHe Pi M3MeHsieT ero (yHKLUUI0
TakMM 06pa3oM, 4TO MPOAYKT reHa npuobpeTaeT CBOA-
CTBa aHTUTPOMGMHa (gpyroro npeacraBnTens cepnv-
HOB), 4YTO BeAeT K MaHudecTaumm remMopparmyeckmx
HapyweHuin. ogq-AHTUTpUncnH (MIM  107400) n aHTuU-
TpomM6buH Il (MIM 107300) MMEKT MOXOXYH CTPYKTY-
py, 4YTO OObBACHSIETCS POACTBEHHLIM MPOUCXOXAEHUEM
6enkos okono 500 mnH et Hasag. Ob6a ABAAKTCA UHIN-
6UTOpaMn NPOTEOIUTUUYECKUX 3H3MMOB, HO MMEKT CBOU
0OCOBGEHHOCTU. B TO BpemMs KakK KOHLLeHTpauus ar aHTu-
TPUMCMHA W3MEHAEeTCs Mof BO3AEMCTBMEM 3K30IE€HHbIX
(hakTOpOB, TaKUX KaK WH(eKUUsi, TpaBMa, KOHLEHTpa-
UMs aHTUTPOMOGMHA OcTaeTcs MOCTOSHHOW. B OTBeT Ha
TpaBMy MNPOUCXOANT YCUMEHHbI CUHTe3 npoaykta Pi
(Pittsburg), obnapawowero aHTUTPOMOGWMHOBLIMU CBOW-
CTBaMU. Y TakuX MaUVEHTOB YTSXEeNsitTCs MPOosiBNeHUs
remMopparmyeckoro Lloka, MnOBbILLIAETCA PUCK CMePTU
npu HeTsbkenoMm TpaBMaTtmame. Pi (Pittsburg) coxpaHs-
eT CBOW aHTManacTasHble CBOMCTBA M MO3TOMY Yy Mauu-
€HTOB HET MOBbLILEHHOIO pUCKa pPasBUTUA 3MEPU3IEMBI.

Opyrnm wmHTepecHbiMm annenem sasnsetca Pi {Kal-
sheker-Poller) c myrtayuveit B 3'-chnaHkupytolleii pery-
NATOpPHOWM 0651acTU reHa. 3Ta MyTauuMs HUKaK He BAUs-
eT Ha 6asa/ibHyl 3Kcnpeccuto Pi-reHa M KOHLEHTpauus

Tabnuua 2

Hanb6onee yacto BcTpevawwmecs gePuunTHbie U
HyneBble annenu reHa Pi

FeHeTnyeckas
Annens Nlokanusauus MyTauuu, 3K30H

OCHOBa

Pi Z MIA Glu(GAG)342Lys(AAG), 5

Pi M (Malton) M2 Pbe(TTC)51(nnn 52)del, 2

Pi S M1V Glu(GAA)264Val(GTA), 3

Pi 1 M1V Arg(CGC)39Cys(TGC), 2

Pi V (Munich) M1V Asp(GAT)2Ala(GCT), 2

Pi W (Bethesda) M1A Ala(GCT)336Thr(ACT), 5

Pi S (liyama) Ser(TCC)53Phe(TTC), 2

Null (Cardiff) M1V Asp(GAT)256Val(GTT), 3

Null (Bellingham) M1V Lys(AAG)217Ter(TAG)

Null (Mattawa) M1V Leulbpin353Phe — 376ter, 5

Null (Procida) 17-kb del, 3k30HbI 2-5

Null (Hong Kong) 2bpdel318 — 334(TAA)ter, 4

Null (Riedenburg) Pi, del



YacTtoTa (B %) Hambonee pacnpocTpaHeHHbIX annenei

PervoH M1 M2

McnaHua [11] 87,6
BeHecyana [24] 80,5 7,0
Monbwa [29] 72 16
Knprusmsa [3]1 70 21
3anagHsbii Mamnp [3] 79 9
Danus [8] 72,8 13,6
HuaepnaHgbl [8] 67,9 14,7
MopTyranusa [8] 51 26
CLWA (esponeoungbl) [8] 72,4 13,7
CLWA (Herpbl) [8] 98,2 -
KuTtain [8] 70,9 20,9
AnoHusa [8] 78,6 15,3
dpaHuna [8] 20
Mpeumns [8] 96
BenukobputaHus [8] 93
Cayposckas Apasus [8] 92,6
uana [8] 99,4
Poccusa [1,2,9,57] 74,3-84,5 8,6-22,4

B pa3HbiX pernoHax Mmupa

M3 S 2
9,99 1,97
6,2 5,0 0,9
9,6 0,94 0,67
5 0,4 2,5
10 0,4 0,8
8,2 2.2 2,3
12,9 2,9 1,3
5,3 15 0,9
9,5 23 1,4
_ 1,5 _
7 _ _
6,2 - -
71 1,4
2,8 0,2
5.2 1,4
5,2 2,2
- 0,6
3,5-8,2 1,5 0,4

1B uyntupyemoit pabote oTmMeuyeHa 61M30CTb KMPrUM30B NO annefnbHbiM yacToTam Pl k monynauyusam LleHTpanbHoro u tOxHoro Kutaa, Kopeu, fnoHun,
Tannanfja. 3THuMueckas rpynna 3anagHbiX NamupueB, aHTPOMONOrMYyeckyu TAroTea K Hapogam bBnavxHero BocToka u tOxHOW WHAMW, no xapaktepy
pacnpepeneHus annenei P\ cywecTBEHHO OT/IMYaeTCs OT NOCNeAHUX, NPpUGAMXKaach K HaceneHuio 3anagHoil u CeBepHoil EBponbl.

0Q-aHTUTPUMNCMHA B OO6bIYHbLIX YCNOBUSAX Y HOCUTenen
3TOro BapmaHTa reHa HopMasbHas. OAHako BO Bpems
BOCMa/IMTE NbHbIX peakuuii He NPOUCXOAUT MoAbeMa KOH-
LeHTpaumMn CbIBOPOTOYHOIrO OCr aHTUTPUINCUHA. ITO CBS-
3aHO C TeMm, 4YTO B 06/1aCTM MyTauUMU HaxoauTcs OAMH U3
OBYX 3HXaHCcepoB reHa Pi, pearnpylowmii Ha KOHLEHTpa-
LMo B KPOBU WHTepnerknHa-6 (MIM 147620). MNpn ns-
MeHeHUN nocneaoBaTeNbHOCTM B 06NacTU  3HXaHcepa
HapywatTca B3ammogenctema W/1-6-mHOYyLMpPOBaHHOIO
npoTerMHa W perynupyloler o6sactu araHTUTpuncuHa
[34]. YacToTa aTtoro annensa cpegy Pycckux cocrtasnseT
2, 7% [42].

anugemunonorusa OA-aHTMTpMHCMHOBOIZ
HEAOCTATOYHOCTHU

B Ta6n.3 npuBeneHbl YacTOTbl OCHOBHbIX annenen re-
Ha Pi B HeKOTOpbIX pernoHax mupa [8]. Mpennonoxwu-
TenibHO 60 000-100 000 amepuKaHUEB UMEKT ar aHTu-
TPUMCMHOBYK HegocTatodHOCTb [54]. OcHOBbIBascb Ha
paHHbix National Health Interview wmnccnepoBaHuin, yc-
TaHOBMIEHO, YTO M3 14 MAIH aMepuKaHLEeB C XPOHUYECKU-

MU HecneundpnyeckMmm O6CTPYKTUBHLIMU 3aboneBaHUsA-
MU NIErKnX 2 MNH UMeT amdmzemy [27]. Mpun obcnepo-
BaHUM 965 naymeHToB C 3M(PM3EMONW MOKasaHo, 4YTO
TsHKenasa ou-aHTUTPUNCUHOBas HeaoCTaTOYHOCTb OOHa-
pyxunsaetca y 2-3% [32]. ConocTaBuMB 3T LUPSI,
MOXHO MPOrHO3MpoBaTb, 4YTO MnpumepHo 63 000 awmepu-
KaHUeB CcTpadarT 3Mdun3emMor, 00yCc/noBMEHHOM a I aHTU-
TPUMNCUHOBOW HEeAOCTaTOYHOCTbI. MHOrMe uccnefoBaHus
rnokasblBatoT, YTO B HacToslLLlee BPeMs OMarHOCTUPOBAHO
NUWb HebosbLoe 4YUCAO0 B6O0/bHbLIX C O™N-aHTUTPUMNCUHO-
BOIi HepocTaTo4HOCThbO (4-4,5%) [54]. B ocHOBHOM B
rpynny AWarHOCTUPOBAHHbLIX MauWeHTOB ronajgawT
60/IbHbIE C SAPKAMWU K/IMHUYECKMMW MNPOSBAEHUAMU 6O-
ne3Hn. B cpedHeM C MOMeHTa MOABJIEHUSA CUMMTOMATU-
KN CO CTOPOHbI Nerknx A0 YyCTaHOB/EHUs AmarHosa npo-
xogut 7 net [53]. OcTaeTcA HEMNOHATHbLIM, MOYEMy B
KTMHNYECKOW MNpaKTMKe 3TO COCTOsHME [0 CMX Mop or-
pepenseTcsa Kak "pegkoe" v He Tpebyrouiee 0coboro
BHMMaHus Bpadeli. Tak Kak 3To 3abofneBaHve 06YyC/0B-
NeHO TeHeTUYeCKN U PUCKY NoABepPXXeHbl POACTBEHHUKN
60MbHOrO, a TakXe BBMUAY BO3MOXHOCTU 3aMeCcTUTe/lb-
HOV Tepanun 60/bHbIX, MPOMUAAKTUKMA NarybHbiX ad-



(heKTOB KypeHus W BAbIXaHUA OpYyrvux MONI0TaHTOB,
cnenyeT MNPOBOAUTbL MacCOBOE CKPUHMPOBAHWE Ha reHo-
TUnbl P1L 1 okasbiBaTb YCAYrn MeAULMHCKOIO N FeHeTu-
4YeCcKOro KOHCYNbTMPOBaHMWA B rpynne nauneHToB € Mos-
HbiM (FOMO3UIOTbl) WM YaCTU4YHbIM (reTepo3nroTbl)
[enUMTOM OCPaHTUTPUNCUHA.

MposaBneHNa HefoCTATOYHOCTM a”*aHTUTPUNCUHA
CO CTOPOHbI JTIErKnX

Mpu geduuntTe ou-aHTUTPUNCUHA 3MU3eMa MOXeT
BO3HMKAaTb MEPBUMYHO WM Xe Ha (POHEe XPOHMYECKOrO
OpoHXUTa WM [JpPYyroro XpPOHMYECKOro Hecneumdunyec-
KOro 3aboneBaHua nerkmx [5]. Yauwie Bcero pacwmpseT-
CA BeCb auMHyCc M ampuiema XapakKTepmayetrca Kak
naHaunHapHasa. bynnesHble M3MeHeHUs Haunbosee Bbl-
paxeHbl B OCHOBaHUW NIErkMX, a He Ha BepxXyllKax, 4To
bonblle XapakTepHO A/1d 3Mpu3eMbl, He CBSA3aHHOW C
OL-aHTUTPUMNCUHOBOIM HegocTaToyHOCTblo [54]. Okono
85% Bcex romo3uroT no P'l1 nmetoT peHTreHonoruyec-
Kne npusHakym 3sM@PU3embl, U3 HUX MPaKTUYECKN B
100% cny4yaeB OTMevalTCA aMPU3eMaTO3Hble N3MeHe-
HMA B 6asanbHbiX oTAaenax nerkmx [8]. Kak npaswno, B
KIVHUKE Yy TakuX MNauMeHTOB OTMeyaeTcsa ofpbllika
(67-98%), KoTOpas 3HA4YNTENIbHO CHMXaeT KayecTBO
XXM3HN N MHOrga 3acTaBnsieT UX BrepBble 06paTUTbC K
Bpady. MaumeHTbl TakxXe >XanyTca Ha Kawenb (37%),
OTXOXAEHNE MOKPOTbl (38%), Xpunbl B FpygHOW Knet-
KM 6e3 npu3sHakoB npoctyapl (44%), CeHHyl nuxopag-
Ky (18%) [49].

OaHOM 13 MPUYMNH OBbICTPOrO PasBUTUS AMEIU3EMBbI Y
naumMeHToB C AeULMTOM a r aHTUTPUMNCUHA MOXET ObiTb
6poHxmnanbHas actma. o KpaiHen mepe 20% romosu-
rot no PH wnmetoT cumntombl actmbl [10]. MHorue Ta-
KMe naumeHTbl OTMevalT CYyObeKTMBHOE yrydlleHne
npM 3amMecTUTeNbLHOW Tepanuum npenapaTaMmy ar aHTu-
TpUrncuHa. BeposiTHO, BCAeAcTBME MO3OHUX annepruyec-
KNX MPOSIBNEHUN (OBCTPYKTUBHbIE SB/IEHUS CO CTOPOHbI
BEPXHUX AblXaTesbHbIX MyTel pasBuBatoTca yepe3 6-24
4y rocse KoHTakTa C aHTUreHOM W CBfi3aHbl C HakorJe-
HVEM B oyare peakuuu HernTpoPuIoB U NX MeanaTopoB)
y nayueHTtoB ¢ P122-deHOTMNoM ObICTPO pa3BuBaeTcs
Tshkenaa amdumzema [50].

YacTtoTa 6pPOHX03KTa30B TakKXe MoBbllleHa Y 60/bHbIX
C araHTUTPUNCUHOBOMN HeAO0CTaTOYHOCTbH (2-43%)
[21,30,47].

Y 4yacTM romMo3MroTHbIX MaymeHToB Mo annento P'Tl
NPOSBNEHNM CO CTOPOHblI OPraHOB AbIXaHWS MOXEeT He
OblTb: NpuMepHO Yy 20-30% HeKypsAwMX og4en c
arAT-He[OCTaTOYHOCTLIO, AMArHO3 KOTOPOWM MoATBEpXK-
JeH WM nocTasfieH nocse CMepTW, He OBHapyXxwusaet-
CA XPOHUYECKUX OBCTPYKTUBHbLIX 3ab60/IeBaHUN NErknx.
Mo-BMaMMOMy, CO BPEMEHEM KOIMYECTBO AMArHOCTUPO-
BaHHbIX NauMeHTOB 6e3 KIMHUYECKUX MpPOsBAeHui 6y-
[eT Bo3pacTaTb MO Mepe YAy4YlWeHUs W pacLumpeHust
BMOXMMNYECKON N MOMEKYNSPHO-TEHETUYECKOW AnarHoc-
THKKN [23].

AnckyTupyemoi aBnsieTca Tema NoaBepXeHHOCTU 06—
CTPYKTUBHbLIM 3a60/1eBaHUAM ApblXaTenbHbIX NyTei rete-

posurotr M2 u b2. Xota npu P1M2-theHOTUNE KOHLIEHT-
pauma Cu-aHTUTPUNCMHA B CbIBOPOTKE KPOBW CHUXEHa
(NnpumepHO g0 60%), B WMpOKOMAacLUTabHbIX Mccnenosa-
HUAX C y4YeTOM BO3pacTa, pacbl, Mosia u craryca Kype-
HUS He OBGHapY>XeHO pPa3NnUUi PYHKLMOHAIbHBLIX MOKa-
3aTeneii nerknx mexay P1M2- n P1MM-uccnegyembiMu.
Ho B Apyrux uvccnegosaHuAaX NpoaeMOHCTPUPOBaHO, 4TO
KypuniblWmkm ¢ P1M2-heHOTUNOM MMENN CHWXEeHWe Mo-
KasaTenein (yHKUUM NEerkmx, HO rnokasaTesl 06CTPYKLnK
— o06bem hopcMpOBaHHOIO Bbl4OXa 3a O4HY CekyHAay
(O®EN) ocTaBasics B npegenax Hopwmbl. HeT pasnuuunii B
pUCKe NeroyHo natonorun mexay Hekypswmmm P1M2
n PALMM. OpgHako uccrefoBaHUA MauyieHTOB C XPOHUYeC-
KUMKW Hecneunpuyeckummn 3aboneBaHUsIMU SIErKNX BblSiB-
NAT MHOXeCTBO naumeHToB ¢ P1M2-ceHoTunom, yac-
TOTa KOTOPbLIX MpPeBbIWaeT MonynsauMoHHbLIE MNoKasaTesm
[50]. Muwb Hebonblas 4acTb HEKYPALWMX MauMeHTOB C
P162-heHOTMMOM MMEKT MOBbLIWEHHbI PUCK pPa3BUTUS
amdm3sembl. OBbIMHO ©0Ne3HbL AebloTUpyeT B 6osee No3g-
HeM Bo3pacTe, 4Yem Yy 60/bHbIX € P1*2 (P122 wnu
PMblul) [46]. Cpeay KypWUNbLULMKOB M ObIBLLUUX KYyPW/ib-
LWWMKOB YacToTa W TSHKECTb OOBCTPYKUMWN AbIXaTeslbHbIX
nyTteii y nNaumeHToB € 32 TaKuMe Xe, Kak M y naumnmeHToB
c 22-gpeHoTunom [58].

MexaHuU3Mbl pas3BUTUA U MPOrpeccupoBaHna amdu3se-
Mbl MPN araHTUTPUMNCUHOBOW HEeAOCTaTOYHOCTU OO0 KOH-
La HesiCHbl. Hambonee npusHaHHO £SBnseTCcA Teopus
npoTeasHo-aHTUMNPoOTeasHoOro pasHoBecusa. [llpn Hecne-
uudguyeckoii peakumnm HeRTpoMNIOB Ha WHOPOAHbIE
KOMMOHEHTbI (MONMTaHTbl, 6aKTepumn) B SIErOYHON TKa-
HU NPOUCXOAMUT BbIBPOC MHOMOYUC/IEHHBLIX MpOoTeas W3
HEeNTPOMUIOB U anbBeONsSAPHbLIX Makpodaros, Hanpas-
NIEHHbIX Ha paspylleHne 4yxepogHoro areHta. Muninum-
MOJISIPHas KOHLIEHTpauma NekouuTapHOl anactasbl U3
a3ypohnsbHbIX FpaHy/n HEUTPOgMMIOB CO3[aeT KpaTKo-
BPEMEHHbIA “B3pbIB” MPOTEOINTUYECKON aKTUBHOCTU [0
MOMEHTa MNOAAaBJ/IEHMNSA pPeakunn NepuuenonapHbIMn
MHrnébuTopamn (aHTUNpoTeasamn). BcneacTeme Takow
dhepMeHTATMBHOW aTaku MpPoOMCXoAuUT paspyllueHne coob-
CTBEHHOW NEero4yHoW TKaHW, B MEPBYI ouvepedp ee 3nac-
TUYECKUX BOJSIOKOH. [MpOoAo/mKUTENBHOCTL BO34ENCTBUSA

Puck nerovyHoli natonorunun

BbICOKUIA cpeaHuii HU3KWNIA
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YpoBeHb CbIBOPOTOYHOIO a,-aHTUTpuUNcuHa, r/n

Pnc.3. PuUCK Nero4yHoi matonoruu npu pasinuyHbiX anfenbHblX BapuaHTax
M KOHUEHTpaLMax a,-aHTUTPUNCUHA B CbIBOPOTKE KPOBW.



arpeccuBHbIX (PepMEHTOB Ha JIErOYHYK TKaHb He MpeBbl-
waet B Hopme 20 mc (PiMM), npu gedmumte o aHTU-
TpUncuHa Takoe narybHoe [AelcTBMe MOXeT npoaosn-
xaTtbca g0 80 mc (PiZ) c HeusbexHol pAecTpykuuven
3N1acTUYECKNX BOMOKOH Nerknx. Takmm ob6pas3om, "ckau-
KN" MpoTeasHoW aKTUBHOCTWU B IEFKMX aHOMabHO YyA/u-
HEHbl N YCWUNeHbl Yy nogen ¢ AedunUToM O aHTUTPUN-
CMHa W pPUCK TpaBMaTM3auum TKaHW 3Ha4YUTesIbHO
BO3pacTaeT B OKPECTHOCTU aKTUBMPOBAaHHbIX HerTpodmn-
noB [15]. 3amew,asacb COeOQUMHUTENbHOW TKaHbO, /IErKue
CO BpeMEHeM TepsloT CBOK 3/1aCTUYHOCTb, pa3BMBalOTCA
OOGCTPYKTUBHbIE fIBMIEHUSA, (hOpMUPYeTCa amdursema.

PUCK nosBieHns amdun3embl 3HA4YUTENBHO BO3pacTaeT
NMPpY CHMXEHUUN YPOBHA CbIBOPOTOYHOIO a r aHTUTPUNCU-
Ha oo 0,8 r/n, vim 11 mmone/n (Hopma 2-4 r/n)
[25]. Ha puc.3 npepnctaBneHbl CTeneHW pucka npu pas-
NINYHBIX KOHUEHTpauuax aaHTUTPUNCUHA B CbIBOPOTKE
KpPOBWU.

Hanbonee pacnpocTpaHeHHbIMU MoJIloTaHTaMu, CTU-
MY/MPYIOLWLMMU  BbIBPOC NpoTeas B JIerkue, AB/AKOTCA
KOMMOHEHTbI TabayHoro ApiMa. Tak, obLlee KO/M4ecTBO
HelTpodunnoB, OOHapy>XMBaeMbIX B MPOMbIBHbIX BOAAX
npu nasaxe Jierkux, NpUvepHo B 5 pa3 6osblue y Ky-
PUNbLLMKOB, YeM Yy He Kypswmx, 4YTo obycnosnueaet
6onee 6bICTPOE pasBUTME 3MAU3EMbI Y KYPWU/bLLMKOB
Jaxe B OTCYTCTBMU OQ-aHTUTPUMCUHOBOM HeaoCTaTou-
HOCTW. In Vitro nokasaHo, Y4TO araHTUTPUMNCUH MOXET
WHaKTUBNPOBATLCA BCMeACTBUE OKUCIUTENbHbIX peak-
uMiA, npoTeKawlWmnx B MNPUCYTCTBUE aKTMBHbIX opm
Kucrnopoga TabayHoro AbiMa, W nog, BO3AeicTBueM Mvie-
NonepoKcuaasHol cuctembl HeMTpodunoB. Mapkepsbl ae-
rpagauym snactuHa OOGHapyXmBakTCcs B 60/bLUEN KOH-
LeHTpauym B MOYE KYPW/IbLLWKOB, YeM He KypALWunX.
Bce aTu hakTbl NOKa3bIBalOT, YTO KypeHWe SIBMSeTCs of:

daKTOpbl pucKa, npuBoasuine K 6o/see paHHEN n Taxenoi
OL-aHTUTPUNCUHOBOWN HEAO0CTAaTOUYHOCTU

dakTop pucka

KypeHue

TMneppeakTUBHOCTb AbIXaTeNbHbIX NyTei

HUM M3 rNaBHbIX (DAaKTOPOB pPa3BUTUA 3MpU3eMbl Y Ky-
pAwmMx nogen, Kotopas MaHudecTupyet 6bicTpee U B
bonee TsHKeNon ¢opme y Oou-aHTUTPUNCUH-OedUNLUTHBIX
NayyeHToB C (beHOTUNOM 22 yXe Ha 3-M OeCATKe XU3-
HU [45].

HekoTopble gpyrne reHeTnyeckue akropbl MOryT
cnoco6cTBOBaTh PasBUTUD 3aMPU3EMbl UKW BbITb MOAM-
hmkaTopamn KIMHUYECKOro TeyeHUs 3aboneBaHUs y Na-
UMEHTOB C OCPaHTUTPUMNCUHOBOW HeAOCTaTOYHOCTLIO.
Takumn daktopamu MOryTt 6biTb MNOMMOPIINU3MbI OL-aH-
TuxumoTpuncuHa (Pro229Al1a) [40], a 2-makpornobynvH,
BUTaMUH-0O-CBA3bIBAOLWLNG 6N0K, aHTUreHbl rpynn Kpo-
BN [43], b4, anacpuH [28]. NMonumopdunsmbl CUHTa3bI
okcuga aszota (MO53) 774T n 894T npegpacrnonaratoT K
TSHKENOMY TeuyeHuto 3mdmsembl, TOrda Kak apyrue uac-
Tble anfenn 3TOro reHa He OKasblBalOT CYLLECTBEHHOrO
BNMSAHNA Ha TaXecTb npouecca [35]. HekoTopble anne-
N reHa MyKOBMCLMA03a CrOCO6CTBYIOT MOSBNEHUIO AMC-
CEMUHNPOBaHHbLIX B6pOHX03KTa3oB [43]. B nutepatype
MMelTCs OMncaHus c/lyyaeB covyeTaHUs MyKOBUCUMO03a
M OL-aHTUTPUINCUHOBOM HeAO0CTaTOYHOCTU, MPUYEM OOHU
annenn reHa CP npepgpacrionaratoT K 60nee fobpokavecT-
BEHHOMY MpoLeccy B NIerkux, apyrue — K 6osnee 310Ka-
yecTBeHHOMY [10,33].

PasnnuyHble COCTOAHUS, KOTOpble MNPUBOAAT K O6CT-
PYKUMN AblXaTesbHbIX MyTel, YCKOPSAT pasBuTve 3aMm-
hm3eMbl: peunausmpyrolme BocnamnTeNbHble MPOLECChHI
B JIerkMX, CKOM/JeHne Ccnvusnm BCeacTBUE pas/inyHbIX
npuuMH (NpuemM npenapaTtoB Koga u Apyrux ekapcTs)
[54]. Wcnonb3oBaHMe B AOMallHEM XO35WCTBE YCT-
poiicTB, paboTalolmx Ha KepocuHe, a Takxke npodeccuno-
HanbHas OeATeNbHOCTb B CEMbCKOXO3ANCTBEHHOW OTpac-
1N CrOCOBCTBYIOT MPOrpeccupoBaHNio HeAO0CTaTOYHOCTU
NEeroYyHon yHKUUM y HeKypsawwmux nwogein ¢ P\22 [38].

Tab6bnuua 4

MaHuecTaumMm NeroYHbIX NPoOABAEHUR Npu

KommeHTapwit

FNaBHbIA (HaKTOP pucKa, NPUBOAALMIA K YXYALEHWIO IErOYHOM (YHKLUN

MPUBOAUT K YXYALEHWIO IErOYHOM (PyHKLMN, BbipaXeHa y nauneHToB

C GPOHXMa/IbHOM acTMo

OcTpble pecnupaTopHble 3a6oneBaHUs
MpodeccnoHanbHbie BpeaHOCTHU
3arpssHeHue okpyxawLleii cpeapl

MaccuBHOe KypeHue

YacTble OP3, ocobeHHO B AeTcTBE
KagmueBas nbinb, yronbHasa Mbifib, Hecneundpuyeckne nonnlTaHTh
Y 60nbHbIX XH3/1 BAnseT Ha 3a60/eBaemMoCTb M CMEPTHOCTb

OcobeHHO y feTeli Kypsawmx poauTtenei

AveTta boraTbili pbI6O paLmMoH yMeHblUuaeT pUCK

BospacTt CHmxaeTcq fleroyHas hyHKUMA B NpoLecce eCTeCTBEHHOrO cTapeHus,
aaaAnTUBHBIN adheKT Apyrnx pakTopoB pucka

Mon My>X4MHbI noAaBepXeHbl pucky XH3J1 6onble

NMpumeyvaHune. XH3JT — xpoHuyeckmne Hecneuyundunyeckne 3abonesaHus nerkux, OP3 — ocTpble pecnupaTopHblie 3aboneBaHus.



Cpean 60NbHbIX acbecTo3oM OTMeyaeTcs BO3pacTaHue
yactoTbl annena P1b B 4 pasa, 4TO CBUAETENbLCTBYET
O NpeapacrnonioXXeHHOCTU MauMeHTOB C ar aHTUTPUNCU-
HOBOI HeAOCTaTOYHOCTbIO K pPasBUTUIO 3TOol npodec-
CUOHanbHOM naronoruu [4]. B Tabn.4 nepevncrieHbl Ha-
nbonee 3HauuMMmble ((akTOpbl puUCKa, NpuBoAALME K
pPasBUTUIO XPOHUYECKNX Hecneumndmnyecknx 3abosieBa-
HUA nerkux [50].

13BeCTHO, YTO HEKOTOpble 3TUOMOrNYECKNE MOMEHTHI
paka Nlerknx n XpoHUYecKnx Hecrneympumnieckmnx sabone-
BaHWN nerknx cosnagatoT. HegaBHO MokasaHo, 4TO
He[OoCTaTOYHOCTb OL-aHTUTPUNcuHa — npuunHa XH3J1
— TaKXe Cnoco6CTByeT pa3BUTUIO 3/10KAYECTBEHHbIX
HOBOO6GPa30BaHWIA NTErKUX, 0COB6EHHO CKBAMO3HO-K/IETOY-
HOM N BGPOHXO0aNbBEONAPHON KapuyHOMbI [59].

MpoaBneHUA HefoCTATOYHOCTU al-aHTUTpPUNCUHA
CO CTOPOHbI MeYvYeHn

KnnHuyeckne npossneHus geduuura a,-aHTUTPUNCU-
Ha CO CTOPOHbI MeYeHM MHOroo6pasHel [5]. Ha cero-
OHAWHWA OeHb NPUHATO cuuTaTb, YTO OOHOW M3 rnaBs-
HbIX MPUYNH MOpaXeHUs MNeyYeHU SBASETCA arperaums
nnoxopacteopumoro P\2-6efka B 3HAoMNIasMaTUYeCKOM
peTtukynyme renartoumtos. lNpumepHo 0o 85% cuHTE3U-
poBaHHOro 2-6eflKa HecrnocobHO MOKWMHYTb renaTouuT.
Takne ckonaeHus AedeKTHOro npoTenHa, HenpoHWKaro-
wero yepes memMbpaHbl KNEeTKU, MOXHO O6HapyXuTb B
BUAE KUC/bIX BKJ/IHOYEHUIN, OKpalumsawowmxcs no Lnd-
dy. CKOpOCTb aKKyMy/iuuUKM NaTtosiornMyeckoro Npoaykra
reHa 3aBMCUT OT ABYX MPUYMH: CKOPOCTU CUHTe3a Genka
1 Temnepartypbl Tena [16]. NMonumepusaums r-npoaykra
OYeHb ObLICTPO MpoucxoauT Mpu TemnepaType Tena
ATC. 3TMM MOXHO NOMNbITaTbCA OOBACHUTbL TAXENoe
cropagnyeckoe NopaXeHue MEYEHU Y romosurornux HO-
BOPOXAEHHbIX N MIaAEHLIEB, CK/IOHHbIX K BblpaXeHHOMY
rmnepTepmMmyecKkoMy OTBETY Aaxe NpW Nerkux npocTy-
Oax. TakMMm naymeHTaMm rokKa3aHO 3SKCTPEHHOE CHUXe-
HVe TemnepaTypbl Tena gaxe npu cyoHOPMasibHbIX 3Ha-
YEHUAX FUnepTepmMmnn.

MopaxeHue neyeHU MOryT ObiTb OOGHapPY>XeHbl B Ma-
[eHYecKOM BO3pacTe WM Yy B3pOC/bIX. M3 BCex HOBO-
POXAEHHbLIX N MMaAeHLLEeB FOMO3UMOTHBLIX MO Plr-theHo-
TUNY fBHble K/IWHWYECKNE TMNpPOSABNEHUs renatvta wu
uMppo3a MoryT 6biTb O6HapyxeHbl y 10% [31]. dakTO-
pamMy pucka MosiBNEHUSA MeYEeHOUYHOW CUMMTOMaTUKU B
[eTcTBe ABMAITCA 3aTsxHasd runepomnnpybnHemus B
nepBeble HeOen >XU3HW, MYXCKOW Mon U WMHUUMPOBa-
HMe BUPYCOM renatuta B. ®akTOpoOM, CHMXaKOLWMM
puck, fABndeTca KopmaeHue rpyasto [8]. TMpumepHO
10% nauneHTOB C KIVWHWYECKMMMW CUMMTOMamMu B Mna-
AeHuyecTBe ymumparwT K 8 rogam. B cTpaHax ¢ pa3sBuToi
TpaHCcNNaHTaLUWOHHOW Xupyprueii ou-aHTUTPUNCMHOBas
He0CTaTOYHOCTb Hapsiy C aTpesveli XXenyeBbIBOAALLINX
NPOTOKOB fBNAETCHA BedyLWMM MokKa3aHMeM K TpaHc-
nnaHTauum neyenu y getei [8].

BOMbWMHCTBO HOBOPOXAEHHbLIX (40 70%) Plr-romo-
3UroT MMEeKT CYOKIMHUYECKNE WU3MEHEHUS CO CTOPOHbI
MEeYEHOUHbIX BNOXMMMYECKMX NpPo6. [porHo3 B 3TOM

rpynne naumMeHToB 61aronpusaTHbIA, OGONbLUMHCTBO U3
HUX K 18 rogam MMeOT HOpMasibHble MokKasaTenn YHK-
UMM nevyeHn v nuwb y 10% U3 HUX COXPaHAKTCH WU3-
MeHeHus [56]. C BO3pacToM pe3KOo BO3pacTaeT PUCK
pa3sutua uMpposa nedveHn: o 20 net 3TOT PUCK CO-
ctaBnseT 3%, y noxunbix — 30-50% [23].

B nocnegHee Bpems nokasaHO, 4YTO NauUWeHTbl C
OL-aHTUTPUMNCMHOBOM HE[O0CTATOUYHOCTHH CK/IOHHbI K UH-
duumposaHnio Bupycom renatmta C. lMpepgrnonaraetcs,
4YTO 3Ta WUHAEKUUA MOXeT SBAATbCA OAHOW W3 MPUYUH
4YacTOro pasBUTUS MOPaKEHUI MEeYeHW B JaHHOW rpynne
60/bHbIX [41]. Mpu uccnepoBaHMKM TPYNN 60/bHBIX C THA-
XenbiMn 601e3HAMN MeYeHN BbISB/IEHO, UYTO cpeau pas-
NINYHBIX MaTOMIOrMi OTMeYaeTCcs OCOOGEHHO BbICOKas
retTeposnroTtHocTb PiMZ B rpynnax 60/bHbIX C BUPYC-
HbiMM renatmtamu B m C, ankorosibHbIM LMPPO30OM Me-
YeHW, MNEepPBUYHLIMW renaTtokapuMHOMaMn, KPUMTOreH-
HbIM LIMPPO30M MeYyeHn n page Apyrmx 6onesHei [20].

370KayecTBeHHble 06pa3oBaHMS MeyvYeHU SABMSAKTCA
OOHOWM W13 XapaKTepHbIX 4YepT Ou-aHTUTPUMNCUHOBO
HeJocTaTo4YHOCTU. HekoTopble MepBUYHbIE OMyXonu re-
YeHW, TakMe KakK XOonaHrMokKapuMHOMa W renaroxosiaHrno-
KapumMHOMa, 3HauMTeNbHO Yalle BCTpeyawTca y aedm-
UMTHbIX PiZ wHauBMAOoB, yem B o6ulel nonynsumn. B
3TOV rpynne nayyeHTOB pakK MeyvyeHW 4acTo BO3HMKaeT
6e3 npeAaLecTBYIOLLEro UMppo3a Kak npeapakoBoro co-
cTosiHusa [60].

MposBneHUsa 0N-aHTUTPUNCUHOBOW
He0CTaTOYHOCTU CO CTOPOHbI COCY[L0B

HekpoTM3npywmi NaHHUKYAUT ABASETCHS  pPeaKuM,
OfIHAKO [0CTOBEPHO YCTAaHOBMIEHHbIM MOCNeACTBUEM He-
[OCTaTOYHOCTU O aHTUTPUMNCUHA, NOAOANLWNMCA 3aMec-
TUTencHow Tepanuun [39]. MaHHUKYNUT XapakTepusyeT-
CcA BOCMAINTENbHLIMUA W HEKPOTUYECKMMM ouyaramm B
KOXe. YacTtoTa BCTpevyaeMOCTM 3TOM naTonorvm cpeauv
naumMeHToB C OL-aHTUTPUMNCUHOBOW HEeAO0CTaTOYHOCTbLIO
gocturaet 1:1000 npu theHoTUnax ZZ, MZ, SS, MS.

HaligeHbl accoumaumm € rpaHyiemMaTo3om BereHepa,
roe yactota PiZ-annens gocturaet 33% npu nonynauu-
OHHOIN 4YacToTe annena 4,7% [22]. 3TU NayueHTbl nme-
IOT HOPMasbHYK KOHLEHTpauuio og-aHTUTPUNCuUHa B
nnasme, W YCTaHOBJ/IEHME HOCUTENbCTBA BO3MOXHO
VWb MpY NPOBEAEHUM MN303NEKTPUYECKOTro (hOoKyCcupo-
BaHVA 6enkoB Mnasmbl UM MOMEKYNAPHO-TFEHETUYECKON
AVNarHOCTUKN. 3TOT (PEeHOMEH 00YC/OB/IEH BbIPaXXEHHOC-
ThiO BOCNANUTESNbHbIX MPOLLECCOB N YPE3MEPHON CTUMY-
nAumei cuHTe3a og-aHTUTPUMNCUHA B MeYeHWU.

Heckonbko Apyrux 3aboneBaHuii pexe NposBASAOT
accoumalmio ¢ apaHTUTPUNCMHOBOM HEe[0CTaTOYHOCTLIO.
O6beAVHSAIOLWNM KOMMNOHEHTOM 3TUX 3aboneBaHUin AB-
nseTcsa NMbo AeCcTpyKuMa KosnareHa, Moo 3aTskHoe
BOCNasieHMe. Hanpumep, MMerTcs accoumaumm ¢ pasBu-
Tmem ¢UOPOMYCKYNIAPHOI Aucnnasnunu apTepuii, aHes-
pv3MaMM U pacc/ioeHVeM COCy[0B FO/IOBHOIO MO3ra,
3pO3MBHLIM pPEBMATOUAHLIM apTPUTOM, MeMOpPaHO3HbIM
1 GbICTPONPOrPeCcCUPYIOLLUM F/IOMePYIOHE(PUTOM, cutis
laxa, XpoOHMYECKMM MNaHKpeaTUTOM U KouTom [7].



CMepTHOCTb 60/1IbHbIX C aPaHTUTPUNCUHOBOWA
HeJ0CTaTOYHOCTbIO

MomMuUMO Bcex MepevncreHHbIX 3aboneBaHUii, KOTO-
pble MOTYT B 3HAUMTENIbHOW CTEMEHU CHUXaTb KauyecTBO
XXNU3HU 60MbHbIX € Oij-aHTUTPUMNCUHOBOW HeaoCcTaTOYHOC-
TblO, Y MauMEeHTOB OTMEYaeTCA W CHUMXEeHUe MNPOLAOSIKU-
TeNbHOCTU XWU3HW. Hanpwuwmep, B Xode oaHoro 14-netHe-
ro HabnwgeHna 246 naymeHToB c PiZ-theHoTunom 37%
ymepno [30]. MpuymHamu 60/bLIMHCTBA CMepPTen cTanu
He4OoCTaTOYHOCTb AbiXaHus (62%) W OCNOXHEHUA Xpo-
HUYeCKNX 3aboneBaHwnii nevyeHn (13%), T.e. MNeYEHOu-
Hasa He[ocTaToOYHOCTb U MULWEBOAHOE KPOBOTEYEHUE.
BepodaTtHOCTb goxuBaHuUA oo 60 neTt y cpefHero amepu-
KaHUa paBHa 85%; y 60M1bHOr0 C araHTUTPUINCUHOBOIA
HegocTartoyHoCcTbio — 16%. Cpegm 26 866 600 cmep-
Teih B CLWWA 3a nepmog ¢ 1979 no 1991 r. ar aHTUTpwUn-
CMHOBas HeOOoCTaTOYHOCTb YyKasaHa KakK rMpuyMHa B
1930 cnyuasx, XOTA OXujaemas CMepTHOCTb B 3TOWN
rpynne nauueHToB pasHa 5400-14 400. 310 yka3sblBaeT
Ha TMJIOXYH OWArHOCTUKY COCTOSIHUA Oaxe B pPas3BUTbIX
cTpaHax [14]. C no3vuuii NpoAO/HKUTENbHOCTU >XU3HN
KypeHue Takxe fBAseTcA MOLHelwnM (akTtopom puc-
ka. Tak, cpeau HeKypAwMmX CPOK >XU3HU 6OJbHbIX C
araHTUTPUNCUHOBOW HEAOCTAaTOYHOCTHI MNpPaKTUYECKU
npuMpaBHMUBAETCA K CPOKY >XWU3HW 300pPOBbIX ntoael
[44,54]. Kypswme Xe naymeHTbl yMUpPaKT B CPeaHEM
Ha 10-20 neT paHblle, YeM Hekypswme [2,14].

NeyeHne GONbHBLIX C araHTUTPUNCUHOBO
HeAOCTAaTOYHOCTbIO

NeyeHne araHTUTPUNCUHOBOW HEAOCTATOYHOCTM CO-
CTOUT N3 MHOXXeCTBa KOMIMOHEHTOB W BK/HOYaeT Mnpekpa-
LeHe KypeHus, fevyeHne CcOnyTCTBYHOLLelr O6pOoHXMasib-
HOWM acTMbl, NMPOMUNAKTUKY W CBOEBPEMEHHOE JflevyeHue
VH(EKUNIA AbiXaTeslbHbIX MNyTed W Nerknx, anekesaTHoe
niutaHve n dusnyeckme ynpaxdHeHna. OfHako crneuy-
hnueckoe neyeHme OCHOBLIBAETCA Ha 3aMeCcTUTENIbHOM
ayrMeHTauMoOHHOW (OT aHri. "augmentation' — npupa-
LeHne, yBefiMyeHue) Tepanunm 3K30TNeHHbIM ar aHTu-
TPUNCMHOM AN8 BOCCO34aHWUs HOpPMaslbHOro 6anaHca
MPOTeasHbIX U aHTUMNPOTea3HbIX KOMMOHEHTOB B CbIBO-
pOTKe KPOBU W 6asasibHbiX OTAenax Nerkmx.

MOCKONbKY B COBPEMEHHOW nuTepaType HeT onuca-
HWA CcflyyaeB pPasBUTUS MNPeXaeBPeEMEHHON 3MAU3EMbI
npu ypoBHe araHTutpuncuHa 0,8 r/n (11 mmons/n) n
Bbille, TO WMMEHHO KOHUEHTpaumsa HuKe 3TOro nopora
6blna BblbpaHa KakK MokasaHue AN1a 3amMecTUTeNbHOW Te-
panuu. Hanbonee LWMPOKO pacnpocTpaHeH npenapar
“nponactuH” (dmpma "Bayer'), nonyyaembliii U3 CbIBOPOT-
KU KPOBU U MPeacTaBfsioWMii KOHLUEHTpaT a™aHTUTpun-
cuHa. B HacTosuwee Bpemsa okono 2200 yenoBeK MoJsyya-
10T nponactuH B CLUA, OH paspeweH K NMPUMEHEHUIO B
KaHape, lepmaHuun, WicnaHuu, rae ero nosiyyaloT eule
0KO0s10 2000 60nbHbIX [8]. MponacTuH HasHavyaeTcs B JO-
3e 60 Mr Ha 1 kr maccel Tena 1 pa3 B 7 AOHel BHyTpU-
BEHHO. [10604YHbIE 3heKTbI 3amMecTUTENbHOW Tepanuun
OTHOCUTE/IbHO peakn. Hebosnblloe 4mc/io naumeHToB MOo-

ryT NpeabaBnsATh Xasobbl Ha FOMOBHYH 60/7b, MUaNTuio,
apTpasirnto, 60/1b B HUXXHEM 4YacTW CMUWHbI. Y NauMeHTOB
C BbIPaXEHHOW HeAO0CTAaTOYHOCTHH AblXaHUA BO3MOXXHO
yXyAleHne COCTOSIHUA Ha (iOHe fle4yeHUs B CBSA3U C Me-
perpy3koii 6enkom. NponacTvH MNpPaKTUYEeCKU He Bbi3bl-
BaeT a/l/leprnyeckux M aHauiakTuyeckmux peakunin [8].
B HacTosllee Bpema maeT paspaboTka npenaparos, KO-
TOpble MOXHO 6bI/1I0 6bl NPUMEHSTb UHTAIALMOHHO.
MpennoxeHbl cneayolne Kputepun A8 paccMmoTpe-
HMS BO3MOXHOCTU 3K30rMeHHOW ayrMeHTauMOoHHOW Tepa-
nun [7]:
= Bo3pact 18 neT n 6onee, ecnn TOMbKO 3aMdu3emMa He
pasBunacb B 60nee paHHeEM BO3pacTe;

= Ha/mume peHoTuna BbicOkoro pucka {11, 1blnll,
ALLILLIMIN

e HapyLleHNs erovyHom yHKLUN, CBOIACTBEHHbIE 3M-
dnzeme;

e YBEPEHHOCTb Bpaya B BbINOSHEHUM MaLMUEHTOM YC/o-

BMIA NpoBeAeHUs Tepanuu;

e NayueHT He ABNAeTCA aKTUBHbLIM KYPWU/IbLLWUKOM;
e NaumeHT corfaceH peryaspHoO TecTUpoBaTbCA Ha

BNUY-nHMeKUMIO 1N NpuBUTLCA NPOTUB renatuta B.

B HeKkoTOopbIX CcrlyyasiX BO3MOXHO MNpUMEHeHWe Tak
HasblBaeMol 3HOOreHHoOMW ayrmeHTauuu. Mpu aTom noA-
X0oAe nauMeHTbl MPUHUMAKOT JfleKapcTBa, KOTopble CTU-
MY/IMPYIOT CUHTE3 U CeKpeuuo araHTUTpUncuHa ms re-
natountoB. K TakmMm npenaparam OTHOCATCA AaHason,
TamMOKCUIEH M 3CTPOreHNpPorecTMHOBLIE Mpenaparbl. Ma-
UMEHTbl ¢ "MArkumn" deHoTmnammn, Hanpumep bl, mo-
rytT nonyyaTtb Nogo6Hyto Tepanuto. lNMpenapaT “pancoH”
TakKke SBNAeTCA /eKapCTBOM W3 3TOM Xe rpynnbl U1
npuMeHseTca ANa fedyeHUs naHHukynurta [7].

Vicnonb3yTcs Takke W Xupypruyeckme MeToAbl ne-
yeHusa. lMpumepHO 12% Bcex TpaHchnaHTauuii nerknx
BbIMOMIHAKOTCA MO MoBOoAYy 3MU3eMbl, OOYCNOBMEHHOA
araHTUTPUNCUHOBOW HEeAOCTAaTOYHOCTbIO. 5-/eTHSS Bbl-
XXVUBAeMOCTb Mocne TpaHcnnaHTauum coctasnaet 45%
[7]. Peoykuua ob6bema feroyHon TKaHU npeacTasnseT
coboili uncceveHMe Hambonee MOPaXEHHbIX 3MU3EMOV
Y4YaCTKOB NIErOYHON TKaHW, onpefefnieHHbIX Mpyu NOMOLLM
BU3yanusmpyowmx metoauk. CMepTHOCTb nocne 3Ton
onepaumy HeBenukKa M COCTaBASAET OKO/0 S%. Monoxwu-
TeNbHble 3(hgeKTbl onepaumnn COXPaHATCA B TeyeHue

1roma [8].

CKPUHWUHT Ha a”aHTUTPUNCUHOBYO
HeAOCTaTOYHOCTb

Bpaynm ¢ COMHEHMeM OTHOCATCA K uee TeCcTUpoBaHWUA
Ha "pegkue" 60Me3HN, TakMe KakK araHTUTPUrNcuHoBas
He[O0CTaTOYHOCTb, MOCKOJIbKY KOJIMYECTBO BbIABASEMbIX
naumMeHTOB OTHOCWUTENIbHO HeBeNUKO. MakcumasibHoe
KOJ/INYECTBO MOJIOXNTE/IbHbIX pPe3y/bTaTOB Mpu nposee-
HUM TecTa BO3MOXHO Mpu ucCcrefoBaHMN CUOCOB U ApY-
rmx poOACTBEHHMKOB MOPaXEHHbIX MoAeld, OOHaKo cocTa-
BUTb Takylo BbIGOPKY [0OCTaTO4YHO TpyaHo. B Poccumn
OYeHb HebO/bLIOE YMCNO MauMeHTOB UMeeT AuarHo3 an
aHTUTPUMNCMHOBOW HEAOCTaTOYHOCTU, Yalle BCero OH Oc-
HOBaH TOJ/IbKO Ha [AaHHbIX WUCCNef0BaHUA KOHLeHTpauum



ON-aHTUTPUINCUHA B CbIBOPOTKE KPOBU U HE UMEET reHe-
TUYECKOI BepudnKaumn.

B nocnegHve rogbl BO MHOMMX cTpaHax MosBuACA Mo-
BbILWEHHbLIA WHTEepec K Mpobneme reHoaMarHOCTUKN
BGO/MbHLIX W HOCUTeNei araHTUTPUMNCMHOBOM HedocTa-
TOYHOCTU C LUE/IbI0 BbIBMIEHUA CPean HUX KypAawmx
NauyeHToB U MPOUIaKTUKM KypeHuss B 3TOM rpynne.
CTaHOBAITCA aKTyaslbHbIMW BOMPOCHI MpeHaTa/lbHON An-
arHoCTMKM a FaHTUTPUINCUHOBOM HEA0CTaTOYHOCTU B Ce-
MbsIX — HOCUTENsX AeUUNTHLIX annenein reHa P\

CKpuHMpOBaHMe Ha a FaHTUTPUNCUHOBYKO He[oCTaTou-
HOCTb MOXeT 3MNMpUYecKn 6biTb pasgeneHo Ha 3 Tuna:

1) nonynsauMoHHOe CKPUHMPOBaHWE B3POC/bIX;

2) cKpUHUpOBaHWe rpynn faeii 6onee Yem Co cpeaHU-
M/ LLAHCAMW UMETb MaToiornyeckue annenn reHa ar aH-
TUTpUNcuHa (Hanpumep, cTpajatowime oT aMPU3eMbl);

3) CKPUHWHI HOBOPOXAEHHbIX.

MonynAuoOHHbIE CKPUHWHIM B3POC/bLIX MPeanpuHU-
Manucb cpeay aoHopos Kposu B CLUA B KOHLe 80-X ro-
gdoB XX Beka. Takme CKPUHMHIN BbISIBUAM 6ONbLIOE KO-
NINYECTBO HeAuarHOCTMPOBAaHHbLIX MauyeHToB. C 1991 .
B LleHTpe araHTUTPUMNCUHOBOW HE[OCTAaTOYHOCTU B
Cont JNlavik Cutn (CLUA) opraHmsoBaHa CKPUHMHIOBas
nporpamMma A1 NauMeHToOB C XPOHUYECKUMU BpOoHXUTa-
MW, 3MAM3EMOIA N BPOHXMaNLHOW acTMOW W noaein, B
CeMbAX KOTOpPbIX OblAM Criyyanm araHTUTPUNCUHOBOW He-
[oCTaToyHOCTU. B TeueHme 5 neT UEHTP npoaHaM3npo-
Ban 16 748 o6pa3uoB KpoBW MaumeHTOB. BbiNO BbisB/e-
HO 515 naumMeHTOB C KOHLLeHTpaumen araHTUTpUncuHa
Hmwke 11 mmonb/n. Mpu NOMOLLM M303NEKTPUYECKOTO
pOoKyCcMpoBaHUA OAVH M3 HUX Obl PEHOTUNMPOBaH Kak
P132-retepo3vrora, ocTanbHble Kak P'\*2 (T.e. umenun
reHotun |1 wwm 1blnll). Takum o6pasom, 3,1% npo-
weawmx TecTUpoBaHMe oOKasanucb 60/bHbIMK aaHTU-
TPUMNCUHOBOW HeaocTaTo4HOCTbIO. OCHOBbIBasACb Ha
npeasapuTesibHbIX MOMYJIALUOHHbBIX MUMNOTHBIX CKPUHWUH-
rax HOBOPOXAEHHbLIX N B3POC/bIX MOKasaHO, 4YTO 3a yKa-
3aHHble roAbl CBOEW pPaboTbl LEHTP WU npeallecTByrolme
OVarHocTuyeckme rnporpaMmbl BbISBUIN NpUMepHO 15%
Bcex 60/bHbIX B CLUA.

HeoHaTaslbHble CKPUHUHIN MPOBOAATCA Crnopagmnyecku
B pasHbIX cTpaHax. Camble 60MblUMe MPOrpaMmMbl CKPUHU-
poBaHus 6bINM ocyulecTsnieHbl B 70-e rogpl B LBeyuun u
OperoHe (CLUA) (200000 u 107 038 HOBOPOXAEHHbIX
COOTBETCTBEHHO). Takue nporpamMmbl Hambosnee OOCTOBEp-
HO NOKasblBalOT OTArMOWEHHOCTb araHTUTPUMCMHOBOW
HeAOoCTaTOYHOCTLIO B M3yvyaeMbiX nonynauusax. 3Tu
CKPUHWMHIX TMO3BOMIMNIN OCYLLECTBNATbL A/IMTENIbHOE Ha-
6n4eHe N nlyvyeHne TevyeHus 3aboneBaHua y OeTen un
B3POC/bIX. B Hawu AHM NWAOTHbIE UCCNeoBaHUS HOBO-
pPOXAEeHHbIX Mepuoandeckun nposogatcs B CLUA, Yexo-
cnosaknu, bensrun wn gpyrnx crtpaHax [37,48,51,55].
BO3 pekomeHOYeT MMEHHO MNOAOOHbLIA TWUM CKPUHMPOBa-
HMA B PasBMBAIOLLIMXCA CTpaHax C eBpOorneounaHbIM Hacese-
HVeM O onpefeneHns KOHUeHTpauun OeuunTHbIX an-
nenei n "rpysa" 3ab6oneBaHusi. OAHaKO, HECMOTPS Ha
OYEBUOHOE MNPENMYLLECTBO HEOHAaTas/IbHbIX CKPWHWHIOB,
KOTOpbLIE MOMOratT COKyCMpOoBaTb MauyeHTOB Ha 340po-
Bbli 06pa3 XXM3HU U CHWKeHne 3aboneBaemoct XH3JT u

CMEPTHOCTU OT 6one3Her nerknx, nogobHbie opmbl KUc-

cnefoBaHUn He MONYYUN LUMPOKOro pPacrpoCcTpaHeHus.

Bo ®paHUUN CKPUHMPOBaHME Ha a r aHTUTPUNCUHOBYIO
HeAoCTaTOYHOCTbL MPOBOAUTCA Hapady CO CKpUHMpOBa-
HUEM Ha (DeHUNKETOHYPWUIO, BPOXAEHHbIA TMNOTUPEO3,
MYKOBUCLMA03, agpeHOornneprniasnio U HeJoCcTaTOuYHOCTb
6noTuHMAAa3bl. CunTaeTcs, YTO UMEHHO BbISIBJIEHUE 3TUX
6onesHer, UX paHHee neyeHue uAM NpPodnNaKTUKa 3KO-
HOMMWYECKN BbIrOAHEe, YeM cofepXaHue O60/bHbIX Wi
MX fieyeHne Mnpu BbICTaBMEHUU AMarHo3a B NO34HEM BO3-
pacrte.

OnbIT CKpUHUpoOBaHUA 18-neTHUX B EBpoOMe nokasbl-
BaeT, UYTO 3TOT BO3pacT SABASETCH CAMLLUKOM MO34HUM
ONS BbISBIEHMS a FaHTUTPUMNCUHOBOM HEeA0CTaTOYHOCTH,
TaK KakK 3HauyuTesibHas 4yacTb OOJIbHBIX YXe HauyuHalT
KYpUTb K 3TOMY BO3pacTy U Yy HUX MPOSBAAKOTCA CUMIM-
TOMbl MOPaXKEHUS NErknx.

HaunoHabHble perucTpbl U accounaunm 6071bHbIX
apaHTUTPUNCUHOBON He[OCTaTOYHOCTHI (PYHKLMOHUPY-
toT B CLLWA (c 1986 r.), Benmko6putaHmmn (¢ 90-x rogos),
Mcnanmn (c 1993 r.), KaHage (c 1999 r.) n HeEKOTOpbIX
Apyrnx crpaHax. Llenbio nogo6HbIX rocyapCTBEeHHbIX Y
O6LLECTBEHHbIX OpraHu3auuini SBnseTca MOMOLUb B UAEH-
TUOUKauMM G0MbHBLIX W Y/ydlleHNEe KayecTBa WX XU3HU
yepes noanepxky, obpasoBaHue, 3aWuTy WMHTEPecoB U
CTUMY/NIMPOBaHVEe uccnefoBaTenbCKOn aestensHocTn. Ta-
Kve opraHusaumm UHaHCUPYHOTCA MOXEepTBOBAHUEM Ya-
CTHbIX W rocydapCTBEHHbIX (HOHAOB.

B npouecce CKpUHMHra Ha apaHTUTPUMNCUHOBYIO He-
[octaTtoyHocTb B LUBeuun guarHOCTUKa COCTOSHUS Y
HEKOTOPbIX HOBOPOXAEHHbLIX MMeNa HeraTuBHbIA MCUXO-
nornyecknin achhekT B HEKOTOPbLIX CeMbsAX. [Mcnxonoru
m3 Weeunn n BO3 paloT cnepywolive pekoMeHOaumu,
ONnA n36exaHnsa aTux HeraTuBHbIX 3addekToB [8]:

e poauTenn A[O/MKHbI ObITb MpeaynpexaeHsl 3apaHee,
YTO KpOBb pebeHKa, MOMUMO uccnegoBaHUA Ha qe-
HUMKETOHYpUio, OyAeT npoTecTMpoBaHa Ha apaHTu-
TPUMNCUHOBYIO HEO0CTaTOYHOCTb,

* poauTenn OO/MKHbI ObITb MH(POPMUPOBaHLI O Pe3y/ib-
TaTax aHa/M30B B paHHWE CPOKMU,

e [0O/MKHa ObiTb cheyManibHO MOArOTOBMEHA MepBas KOH-
cynbTaums ana poautenei,

e BCTpeuYy Jydwle BCero npoBoAuTb OAHOBPEMEHHO C
oboMn poanTensmu,

= fevaTtHble mMaTtepuasibl A0/KHbI ObiTb MNOArOTOB/EHbI Y
npeasioXeHbl Ha KOHCY/bTauuu,

e [0O/MKHbI OblTb Ha3HaYeHbl MOBTOPHbIE KOHCY/MbTaLMW,

= OVH U TOT e Bpay [A0/DKEH BCTpeyaTbCs C poaute-

NAMU NPU K&XA0M UX MOCELLEHUN.

TecTMpoOBaHMEe Ha OCHOBHble MaToNoOrn4yeckue Bapwu-
aHTbl reHa a l-aHTUTpUNCUHa BO3MOXHO B BuAe heHoTu-
NMPOBaHUS MNPU MOMOLLM N303NEKTPNYECKOTO (hOKycUpo-
BaHMSA 6enkKoB nnasmMbl KpPoOBUM wnn 6onee AelleBbiX
MeTonoB AHK-avarHoctnkn. Hanbonee 4acto UCMOJb3y-
totca MNAP®-aHanns3, cekBeHupoBaHue V 3k30Ha. Cy-
LWEeCTBYIOT AelueBble N ObiCTpble MeToAbl AUarHOCTUKMU,
OCHOBaHHblE Ha MNOJMMEPA3HON LEMHOM peakumn n no-
cnefywoullero pPecTpuKUMOHHOINo aHanmsa Tapl-pecTpuik-
Tasoil C BBeAEHMEM OAHOW HYKIEOTUAHOW 3aMeHbl B



npamoii npalimep [19]. Vicnonb3ys 3TM MeTOoAbl, YYBCT-
BUTE/IbHOCTbL KOTOpPbLIX cocTasniseT 99-100%, pesynbra-
Tbl MOTFYT 6bITb MOJSlyYEHbl B TeYeHue 2-3 AHeN.
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AN PEPEHLUUMANBHAA AUATHOCTUKA BPOHXUANTBHOW ACTMbI
N CNHAPOMA HAPO>KA—CTPOCCA (aHa/IM3 KAMHMYECKOro HabnogeHns)

F’HLU — NHCTUTYT nmmyHonormm MuHsgpasa P®;
LleHTpanbHasa KnuHuyeckas 6onbHULA "Y3koe" PAH, Mocksa

CuHgpom Yapgaxa-CTpocca corfnacHo Kriaccuguka-
um Chapel Hill (1992 r.) (ony6nunkoBaHHo B "Arthritis
Rheum"”, 1994) apnseTcs NepBMYHbIM CUCTEMHbIM Bac-
KYNMTOM C MNOpaXeHWeM COCy[l0B MeNIKoro Kaimbpa, K
KOTOPbIM MOMWUMO Ha3BaHHOIO CUMHAPOMa OTHOCUTCA Ipa-
HynemaTto3 BereHepa, MWKPOCKOMWYECKUIA MOANAHTUNT,
nypnypa LeHneiHa-reHoxa, sCcCeHUUVanbHbIf KpUorio-
6yNIMHEMNYECKNIA BACKYNUT. Bce Ha3BaHHble BaCKyNUThl
accouumpoBaHbl € HalMuyMeM aHTUHENTPOMUNbHBLIX Lu-
TonsasMaTUYecKnX ayToaHTUTes.

CobcTBeHHO cmHapoM Yapmxa-CTtpocca 6bi1 onucaH
B 1951 r. S.Churg u L.Strauss kak o0co6blii BapuaHT
y3e/KOBOro nepuaprepumTa C TSHKEAbIM TedyeHUeM 6poH-
XNanbHOW acTMmbl, Nepudepuyeckoii 3o3nHopunnein, a
Takke MNpu3HaKaMy BHeNeroyHbIX MNPOsBAEHU BacKynn-
Ta. OHWU Xe onucaZIn aHaTOMUYECKYHD KapTUHY, Xapak-
TEPU3YIOLLYIOCA MNOSBNEHMEM cheunduiyecknx "annepru-

YeCcKMX rpaHynemMm" ¢ 303UHO(UAbHLIM 3KCCyAaToM, (mb-
pouaHbLIM MOPaXKEHVEM KOJNareHa, a TakKe CO6CTBEHHO
nponugepaTUBHbLIM MPOLLECCOM  3NUTENNOUAHbLIX WU Y-
raHTCKUX KNeTtok [2-4].

CornacHo KiaccuuKaumoHHbIM Kputepusm A.Masi u
coaBT. (1990) BbIAENAT 7 KpuTepueB cuHapoma Yapa-
xa-CTpocca: 6pOoHXMa/ilbHas acTtma, 303UHOWANSA Mepu-
doepuyeckoii kpoesu 6onee 10%, annepruyeckne nposeie-
HUS (annepruyeckuini  PUHOKOHBIOHKTUBUT, MuLLeBas
anneprvs, apyrue anneprmyeckme nposiBNeHus, 3a UCKIo-
UYEHWEM IEKApCTBEHHOW a/ineprumn), MOHOHeponaTus Win
nonvHeiiponatns (CMHOPOM MepyaTok), MopaxeHue npu-
[ATOYHBbIX Masyx HOca, BHECOCYAWUCTblE 303MHOUANN, Ne-
Tyume 303MHOUNbHbIE MHpMNLTPaThl [1,2]. Mpn HanmMuun
4 13 yKasaHHbIX KpUTEepueB AuarHocTMka cuHgpoma Yap-
[ka-CTpocca CTaHOBUTCS BEPOSITHOW, npuyeM Hambornee
cneunuUeckuMmM CUHAPOMaMU SBASKOTCA OPOHXUasIbHas



