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Antudochommnmuaaeii CHHAPOM (ADPC) - CHMOTOMOKOMILIEKC,
BKJIFOYAIOIIN PEeAAUBHUPYIOIIE TPOMOO3BI (aApTepUAIbHBIN H/UIIN
BEHO3HBIHN ), AKYIIEPCKYIO ITATOJIOTHIO (Yallle CHHAPOM ITOTEPH IUIOAA) 1
CBSI3aH C CUHTE30M aHTH(hOoChomuuaHbIX anTuTel (adJI):
AHTUKAPAUOJIUIIMHOBBIX aHTuTeN (aKJI) n/mnn BoT4aHOYHOTO

aHTukoaryiasara (BA), n/unm anturten K b2-rmukonporeuH I (aHTu-b2-
I'TI ).

ADC gBasgeTcss MOJCIIbIO ayTOUMMYHHOIO TPOMO03a U OTHOCHUTCS K
IPUOOPETCHHBIM TPOMOO(DHITHIM
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InNnaemosiorns

PacnpocTtpaHeHHoCcTb ADC B nonynsaumnm cCocTtaBnsieT OKomno 5 %.
3ab0- neBaHMe valle pa3BMBaAETCS B MOSIOAOM BO3pacTe, MOXET
ObITb gaxe y AeTen  HOBOPOXAEHHbIX. XXeHLnHbl 6onetoT B 5 pa3
yalle MYXX4YuH, ogHako npu nep- BudHom APC nosrosble pasnnyms
HUBENMPYHOTCH.



NANACFANITLCCVIVIVINA AT VIVYUOUYUI IV IVIATIDIA

AHTUTEN N NX POJ1b B NATOI'EHESE
AHTNPOCOOITNTTNOHOIO CUHOPOMA

ADA — ceponormyecknm mapkep n BEPOATHbIN NATOreHeTUYECKUA
Me- anatop ADC. INprnimHbI X CUHTE3a OO0 KOHLIA HE ACHHI,
YyacToTa BbISIBNEHMA B nonynaunm koneodnetca ot 0 40 14 %. OHu
HepeaKo OOHapYXXMBaOTCS B KPO- 9 BM 300POBbIX ITOAEN, NPUYEM
OAHHbIE O KITMHNYECKOM 3HAYEHMN 3TOro NPO- TUBOPEUMBELI. B
cemencteo ADQA BxoaaT aHTuTena, obycnoenueatwwme b-JIINPB,
BA, antutena k a32-ITl1-1, AKJIl, aHTutena K npoTpomMouHy,
aHHEKCUHY V, npoTe- uHam C n S n gap.




« BA npegcraensaeT cobom rpynmny rnosiMKnoHarbHbIX ayTOaHTUTES, KOTOPbIE
OTHOCUTCS K UMMYHOr00yrinHam knacca G u/unu M n obnagatot cnocobHOCTbIO
NHIMBMpoBaTb NPOLIECC CBEPTbIBAHUS KPOBW.

« AKJT oTHOCATCS K 3 Knaccam MMMYHOrnodynmHoB — IgG, IgM n IgA, HO OCHOBHOE
KnuHu4yeckoe 3Ha4vyeHne nmeert onpegeneHuve IgG. OHM HapyLwaT obpa3oBaHue
NPOTPOMOUHAKTUBUPYIOLLIErO KOMMSIEKCA, KOTOPbIN COCTOUT N3 dpaktopa X n'V,
docdonmnmnaos, TPOMOOLIMTOB U KanbLUSI.

 [1na B3anmogenctamsa ACA n docdonmnmnaoB HEOOXOANUM CbIBOPOTOUYHbIN
kodpakTop — af32-ITl1-1. OH obnagaeT aHTUKOArynAHTHOM akTUBHOCTLIO in Vivo,
NPUCYTCTBYET B HOPpMasibHOW nia3mMme B KOHUEHTpauum npumepHo 200 MKr/Mr B
accouunauuu c nunonporenHamu. AGA pacnosHatoT aHTUrEHHbIE AETEPMUHAHTLI HE
docponunmuaos, a KOHPOPMALNOHHbIE JETEPMUHAHTLI B MOreKyne agz-rl'l-l B
npouecce ee BaanmogenctTeumsa ¢ doccoonmnmaoamu. INpum atom af32-IT1-1-3aBncumoe
cBs3biBaHne ADA 1 sHOoTennanbHbIX KNETOK NPMBOAUT K akTUBaLIUN SHOOTENUS:
rmnepakcnpeccun mosnekyn agresunmn (E- cenektnH, VCAM-1, ICAM-1), yBenuyeHuUto
npunMnaHnsg MOHOLMTOB K NOBEPXHOCTU SHOOTENNS.

* a32-I'T1-1 knaccos IgG 1 IgM in vitro MHOYUMPYIOT 3Kcnpeccuio E-cenektnHa (ELAM-1)
Ha membpaHe 3HOoTEeNIMarbHbIX KNETOK N CEKpEeLnIo NPOBOCNanmnTesibHbIX
LUMTOKNHOB (MHTEPNEnKMHOB 1 1 6) U npocTarnaHguHa E2. Hapsay ¢ a2-'T1-1
MuLeHbo Ansa AQA MoryT ABNATLCA OTAErNbHbIE MPOTEUHbLI, perynupyoLime
KoarynsiuMoHHbIN Kackaf, Takme Kak npotenH C u S, TpomMoomMoaynH,
aKcrnpeccupyomecsa Ha membpaHe aHgoTenmanbHbiX Krnetok. AKJ1 cBasbiBaloTCS C
6enkom S TonbKo B npucyTcTBumn af32-IT1-1 u kapanonunmHa. 3To Bbi3bIBAET
aedpuumt cBoOOOHOIo NPOTENHA S, YTO SBNS- €TCA OOAHUM N3 BaXKHbIX
NaTOreHeTU4YECKUX MEXaHNU3MOB pa3BnTUA Tpomoosos npmn ADC.



« AHTUTENA K aHHEKCUHY V knaccoB IgG 1 IgM BbITECHAOT aHHEKCUH V C
NMOBEPXHOCTN 3HAOTENMOLMTOB M KNETOK TpodobnacTta, YTo NPUBOAUT K -
nepkoarynsuum n passmuTnio TPOMOO030B 1 MH(PAPKTOB MMaLeHTHI.

« AHTUTENA K NPOTPOMOUHY Knaccos IgG 1 IgM Hanpamyto MUHIIMBMpPYLOT
doakTopbl Koarynauum, YTo NPUBOAUT K YOSIMHEHUIO BpeMeHM dhocdonu-
NnA-3aBUCUMBbIX KOArynsumMoHHbIX TeCTOB. [poTpoMOuH (dpakTop Il cBepThI-
BaHUs) — BUTaMUH K-3aBUCUMbIN MMIMKOMPOTENH CUHTE3UPYETCS B NEYEHN U
y4YacCTBYET B CBEPThLIBAHUU KPOBU. [poTpomMbrH obecneumBaeT co3gaHume Ha
MeMbOpaHe NoBpeXXaeHHbIX KNeTOK KoMnrekca dakTopoB Va, Xa U
docdonunnaos. B pesyrnberate atoro obpasyercs npoTpomMbnHa3HbI
KOMMJIEKC, KOTOPbLIN OCYLLECTBISAET pacLlensieHne npoTpomMounHa o
TPOMOMHA, YTO B AanbHENLLEM NPUBOAUT K NpeBpaLLeHnto pubpuHoreHa B
donbpuH. INpoTpomMbunH sBnseTcs kKodpakTopom aencrems BA



[laToreHes

* NogaBneHne akTUBHOCTU NpoKoarynsaHTHbIX 6enkoB (npoTtenHa C, S,
aHTUTpombuHa lll, a2-'T1-1);

* rogaBneHne pudpunHonusa: ysenmieHne nHrmbmnTopa aktnearopa
nnasmMuHoreHa, nogasrneHne gpakrtop llI-saBncumoro dndpmnHoONn3a;

e aKTMBaUMS/NOBpEXOEHNE SHAOTENNANBHOW KNETKU: YCUITEHME MPO-
KoarynaHTHOW akTMBHOCTW QHAOTENNANBbHOW KINETKU, YCUNEHMNE
9Kcnpeccum TKaHeBOro hakTopa U MONEKyn aaresnmn, HapyLleHue
CUHTE3a NPOoCTaLUKIIMHA, YBENMYEHNE CUHTE3A (pakTopa
Bunnebpanga, nHaykuusa anonTtoaa;

* aKTUBALNS TPOMOOLUMTOB: yCUNEHME CUHTE3a TpOMbOKCcaHa U haKkTo-
POB arperaumm TpPoMOOLIMTOB, arperauuns n HapyLieHume
dbyHKLUMOHaNbHOW ak- TUBHOCTU TPOMOOLMTOB;

* NIBMEHEHWE afiIre3NBHbIX XapaKTePUCTUK NMPeauMIiaHTaLUUOHHOTO
aMOpUOHa, HapyLLEHWE CITUAHUS CUHLIUTUS], CHXKEHWNE TNTYOUHBI
MHBa3um TpodobnacTta, nogasneHne nNpoayKLMm XopMoHNYECKOro
roHagoTponuHa.
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Arperauunst TpomooLUMTOB




Knaccudukaums

BoigenstoT cneaytowme sngbl AOC:
l. [epBUYHbIN.
Il. Bropn4Hbin AOC, KOTopbI pa3BmBaeTcs Ha oHe:

1) ayToMMMYHHBbIX 3abonesaHuit: a) cuctemHbix — CKB, peBmartonagHoro aptpura, cuHgpoma Lle-
rpeHa, CUCTEMHOW CKIepoaepMum; BacKynuToB — Y3enKoBOro nonnaptepumnta, tMraHTCKo-KneTo4yHoro
aptepuuTa, aptepunTa Takascy, bonesHu bexueta, HeanddepeHumpyemMblx 3abonesaHnn
coegMHUTENbHON TKaHu; B) opraHocneundunYHbIX — caxapHoro anabeta, bonesHn KpoHa;

2) 3NMOKa4YeCTBEHHbIX OMYyXOren: a) CONUAHbIX — TMMOMBI, KAPUUHOMBI; 6) remaTonornyeckux — §
NMMOMBbI, NTENKEMUN, MakpornodynnHemumn BanbaeHcTpema, muenonponudepaTuBHbIX 3aboneBaHui;

3) npueMa nekapcTBeHHbIX NpenapaToB — PeHOTNa3nHOB, NPoKanHa- Muaa, XxropoTmasuaa,
3TOCYKLMMMAA, OpanbHbIX KOHTPaLEeNnTUBOB, a-UHTepdepoHa, heHNTOMHA, XMHUHA, XUHUOWNHA,
rmapanasuHa;

4) MHPEKUMOHHBIX 3aboneBaHnn — cudpunuca, BUY-nHdekunmn, mansapuu;

5) Apyrnx COCTOAHNUN — TepMUHarbHON CTagnm NoYe4YHoOU HegoCcTa- TOYHOCTM.
l1.0pyrne BapmaHTbl: 1) cepoHeratnBHbin ADC;

2) kaTacTpoduyeckmn APC;

3) Apyrne MUKpoaHrnonaTuyeckne CUHAPOMbI — TpoMOoLMTONEeHMYecKas nypnypa, reMonmMTUKO-
ypeMn4eckuii cuHapom, HELLP-CMHApPOM;

4) OBC-cnHgpom;
5) CMHOPOM BONMYaHOYHOW aHTUKoAarynsaHT-onocpesoBaHHOW rmnonpoTpoMonHemun. I



KITMHNYECKUE MNMPOABITEHNA

B ocHoBe cocyaucton natonoruu npu AOC nexnt
HeBOocCnanuTerbHaga TpoMOoTNYeCcKad BacKyrnonaTus,
3artparneatoulas cocygbl rnobdoro kanubpa mn nokanmsaumm — ot
KanunnapoB 40 KPYMNHbIX COCyaoB (BKMtoYas aopTy). [o- atomy
CNEKTP KnnHn4vecknx nposasneHnn AOC 4ypessblHanHo
pa3HoobpaseH. Camon Tsxkenon dopmont AOGC aBnsieTcs
kaTacTpoduyeckun AGC. OTOT CMHOPOM HOCUT UMA ALLEPCOHa,
KOTOPbIX B 1992 r. BNepBble BBES €0 B KITMHUYECKYIO MPaKTUKY, U
NPOSIBNAETCH MHOXXECTBEHHLIMU TPOMBOO3amMmM 11 KN3HEHHO
BaXXHbIX OpPraHoB 1 pa3BUTUEM CUHAPOMA NOSIMOPraHHOM
HegoCTaTOYHOCTU Ha dooHe Bbicokoro Tutpa ADA.



BeHo3Hble 1 apTepuanbHble TPOMDO3b
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[lopaxeHna cepaevyHo-CcoCcyancTou
CUCTEMDI
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[lopaxkeHune noyvek




[ lopakeHune KoXun




[lopaxeHuna rnas

Puc. 7. KomOuHUpOBaHHAsI OKKITIO3US
[UJTAOPETUHAILHOU apTepUu U IeHT-
paJIbHO¥ apTePUU CETUYATKH



[lopaxxeHune KocTen
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[PYTIbl PUCKA PASBUTINA
AHTNOOCPOJINMNOAHOIO CMHOPOMA

Puck pa3sutus nepsudHoro AGC nmetoT nauneHTbl Co creayowmmm 3aboneBaHnus M 1
NaTONOrMYeCKMMUN COCTOSAHUAMMU:

* MH(papKTamMn MMoKapga unm moara B Bo3pacTte Ao 40 ner;

* aKyLLepCcKoW naTtonornen (BHyTpuyTpobHas rubens Mopdonormiyeckn HopmarnbHoro nrnoaa nocne 10
Henenb 6epeMeHHOCTH; NpeXaeBpPEMEHHbIE poabl MOPONorMyeckn HopMarnbHOro pebeHka o 34
Heaenb 6epeMeHHOCTN BCneacTBMeE NpeaknamMmncum, aknamrncum unm nnaueHTapHom HeaoCcTaToO4YHOCTY;
HeoObsACHUMbIE CaMONPOU3BOSIbHbIE ab0pPThI);

* naToriornen HepBHOM CUCTEMbI (MUTPEHU, TPOMBOO3bl BEHO3HbIX CUHYCOB, COCTOSIHUS, CXOAHbIE C
nonepeYHbIM MUENNTOM, PaCCeSAHHbLIM CKITEPO30M, CYJOPOXHbIE CUHAPOMbI);

« QunarauMoHHOW KapanomumonaTtmnen, acenTnieckumm BeretauusiMm Ha KnanaHax cepaua;
* prneboTpombozamun nepmndepnyeckmx cocyaos;

* TpomMbOOoaMbornnen nero4HON apTepuu;

* N1ero4YHOM rmnepTeH3neu;

* ceTyaTbIM NMBEOo;

* HeOObACHUMbIM yanmHeHnem AYTB.

* Puck pa3sutusg sTopuyHoro AOC nmeroT naumeHTsbl: 1) ¢ peBMaTtn4eckuMmm n ayTouMMYHHbIMU
3aboneBaHusamu (CKB, pes- matongHbI apTpuT, Apyrne anddysHole 60re3H COeanHNTENbLHON TKaHW,
ayTOMMMYHHbIN TUPEOUANT); 2) MHAPEKUMOHHbIMUK 3aboneBaHnsimu; 3) onyxonesbiMu nNpoleccamm; 4)
NpUHUMaKLWMe HEKOTOPbIE NeKapCTBEHHbIE Npenaparhl (rmapanasnH, npokanHamua,).



[lnarHocTuka

KnnHnyeckune kputepum:
Cocyauctbin Tpom603

OauH unum 6onee KNUHNYECKNX armso%os apTepuanbHOro, BEHO3HOro UM TPoMO03 MeKMX
COCYO0B B NtoOoM TKaHW Unu opraHe. TpoM0603 AormkeH ObITb NOATBEPXKAEH
BOCNpPOV3BeAEeHMEM N300paXKeHNs U OOoMNMNIEePOBCKUM UCCNeA0BaHUEM UMK
MOPMONOrn4Yecku, 3a UCKNYEHNEM NOBEPXHOCTHbLIX BEHO3HbIX TPOMOO30B.
Mopdonormnyeckoe NoaTBEPKAEHNE LOIPKHO ObITh NpeacTaBneHo 6e3 HanMuns
3HAYNTENBHOrO BOCNanNeHUs COCYANCTON CTEHKN.

NMaTonormna 6epemMeHHOCTH

a) oAnH Unn donee cny4aeB BHYTPUYTPOOHOM rmdenu mopdonornyeckn HopmarnbHOro nrnoaa
nocne 10 Hegenb rectaumm (HopmaribHble Mopdorornyeckie NnpuaHaku nnoaa
NOKYMEHTUpoBaHbl Ha Y3W nnn HenocpeacTBEHHBIM OCMOTPOM Nroaa) unm

6) oAviH unn bonee Cliy4aeB npexnespemMeHHbIX poaoB MOpC*)OJ'IOFI/ILIeCKI/I HOPpMaJibHOIro
nJoda Ao 34vHeLl,eJ'Ib reCtaun n3-3a Bblpa>KeHHOW NpeaKIiamMmncnn nin aknamrncum, nin
Bblpa>K€HHOW MNJ1aueHTapHOU HEOOCTATOYHOCTU UJTA

B) TP NI bornee nocnegoBaTeribHbIX Clny4aeB CNOHTaHHbIX a60pTOB [0 10 Hepgernb
rectauuu ( UCKnovYeHmne — aHaToMn4yeckme Ll,ereKTbl MaTKu, rOpMOHaJ1bHbl€ HAPYLLUEHUA,
MaTepUuHCKmne niin oTuoBCKNUE XpOMOCOMHbIE HapyLLIeHI/IFI)



[lnarHocTuka

JlTaGopaTopHbIie Kputepumn

AHTUTENa K KapAnonunuHy IgG nnu IgM n3oTunos, BbIABNSAEMbIE B CbIBOPOTKE B CPEAHNX UIN BbICOKNX
TUTPax, No KpanHewn mepe, 2 pasa B TedeHne 12 Hef, C NOMOLLbI0 CTaH4AaPTU30BaAHHOIO
NMMMYHOJOEPMEHTHOIO MeToa.

AHTUTENA K B2-rM1KONPOTENHY | 1IgG n/unu IgM 130Tun, BbIABNSIEMbIE B CbIBOPOTKE B CPEAHMX UK
BbICOKMX TUTPax, N0 KpanHen Mepe, 2 pasa B Te4eHUM 12 Hea, C NOMOLLbIO CTaH4AapPTU30BaHHOMO
MMMYHOEPMEHTHOIO MeToaa.

BonyaHouHbIN aHTUKOArynsHT B nriasme, B ABYX Unv boree cnyyaax nccriefoBaHus ¢ NPOMEXYyTKOM He
MeHee 12 Heaenb, onpeaensieMblin COrnacHo peKOMeH,EI,aLléIFIM exayHapoaHoro ObuiectBa
Tpombo3oB 1 'eMmocTasa (nccnegoaTenbckada rpynna no BA/dpocdonmnna-3aBUCUMbIM aHTUTENAM)

a) %MHeHme BPEMEHM CBePTbIBaHWUSA Nia3mbl B ocdonununa-3aBUCMMbIX KOaryrnorm4eckmx Tecrax:
A , KBC, npoTpoMbrnHoBOE BpeMsi, TeCTbl C saamn Paccena, TekCTapuHOBOE BpeMS

6) OTCyTCTBUE KOppEeKUn yorimHeHnAa BpemMeHn CBEPTbIBaHNA CKDUHUHITOBbLIX TECTOB B TECTAX
CMeLUnBaHUA C JOHOPCKOU nina3moun

B) YKOpPOYEeHME UNn KOppeKLMa yarTMHEHUS BPpeEMEHN CBEPTbIBaHNA CKPUHUHIOBLIX TECTOB Mpu
aobasneHnn goocgponunnaos

[1) NUCKITIOMEHME OpYrnx KoarynonaTtui, Kak, Hanpumep nHrnémutopa Vil doaktopa cBepTbiBaHUSA KPOBU
UNu renapuHa (yonvHsaoLwmx pocdonmnna-3aBucuMbIe TECTbI CBEPTLIBAHUS KPOBU



JleyeHne

Ta6nuua 2. O6Lme pexoMeHAaLmMu no NPOHMNAKTHKE M NEYEHHIO TPOMGO308

Be3 knuuyecxix npianaxos AOC, KO ¢ eBICOKIM yposkem ad) |

y naumenToe ¢ a®Jl [2,7]

* Be3 (axropos pucka Huaxie aoaet ACK (ragpoxcixnopoxus? (sTopkseii AGC)

+ ( (haxTopami pucka Bapdapuu (MHO<2) + rmapoxcuxnopoxms?

C BexO3HbIM TROMGO3OM Bapdhapns (>2 MHO<3) £ rAPOKCHXNOPOXHH?

C aprepuanssim TPOMG03OM Bapdapis (MHO>3) + ruapoxcixnopoxus £ ACK 8 Hiaxnx 403 (8 3a8m-
CHMOCTH OT PHCKA PEUAMBHPOBAHIA THOMOO308 AN KDOBOTEYSHNR)

C peumamsmpyrowmn TpomGosamm Bapdapus (MHO>3) + rmapoxcuxnopoxi + Hisxue Rosel ACK

| Karacrpodwuyeckun AOC |

OnacHble Ana XU3HU OCNOXHEHUR

Her

Knunuueckoe ynyuwenue? Knunuueckoe ynyuwenue?

Her

v Da nav Her

. OUOPUHONUTUKM?




KnuHnyeckune pekomeHaaumv npu
pedpakTepHom ADPC

« HecmMoTpa Ha npoBeaeHMe aHTUKoaryrnaHTHOW Tepanuu BapgapmHOM C
nogaepXxaHUem cpegHe-MHTEHCUBHOIO YPOBHSA runokoarynaumm (2,0-3,0) n gaxe
BbICOKOIO YPOBHS (Bbllle 3,0) y HEKOTOPbIX DONbHbLIX OTMEYaTCs peUnanBbI
Tpom0030B. B pekomeHgaunsix ccb?_Flvlynm OBaHHbIX 3KcnepTtamu 13-ro _

exxgyHapoHoro KoHrpecca no a®Jl nogobHbiM 60nbHbIM arnsTepHaTMBOM
ONUTENbLHOro npmemMa BapdapuHa npegnaratoTcs HU3KOMOSEKYNsSHbIe renapuHbl.

* B ogHOM 13 nccnegoBaHum 6bINo nokasaHo, YTo 6bonbHble Nony4vasLlune anTenbHO
nogobHyo Tepanuio He Menu peuuansea Tpombo3sa. B Toxe Bpema Bce 5
aHTUKoaryrnsHTbl, NCNONb3yeMbl€ MHOIME rofbl, UMeKT P NOOOYHbLIX 4EUCTBUN U
naneku ot “naearnbHbIX” aHTUKOAryNAHTOB.

* [lpeanonaraeTcs, YTo HOBbIE aHTMKOArynsaHTbl C CENEKTUBHOW TOYKOM MPUIOXKEHUS
Ha doakTopbl CBEPTLIBAHUA OyayT bonee C-)Cb%)eKTI/IBHbIMI/I n 6e3onacHbIMK NO
CpaBHEHWIO C rernapuHamm n sapdapnHOM. 3TU HOBbIE NMpenapartbl B HacTosLee
BpemMs 000DpeHHbIe 1nu, HaxodsALWKWecs B UCMbITaHUK, ANA NeYeHUs v
NPpoUIaKkTUKN BEHO3HOIO TPOMOO3MOONN3Ma AENCTBYIOT HENOCPEACTBEHHO Ha
aKTUBHbIN Y4aCTOK TPOMOUHA (NMpAMON MHIIMBUTOop TpoMOUHa) — naburaTpaH
aTEM3UNAT, N NpsIMbIe NHIMBOUTOPLI dpakTopa Xa: puBapokcadaH, annkcabaH,
aHOokcabaH v betpukcabaH. [NpoBeneHne paHOOMU3MPOBAHHBLIX KOHTPONMMPYEMbIX
nccnegosaHmin no nedeHnio AOGC aTMmMmmn npenapatamMm aKkcneptTaMmm CYHNTaeTCs
LuenecoobpasHbiM. [NogkntoveHne B neveHne nogobHbix 6onbHbIX ¢ AGC
rMOPOKCUXITOPOXNHA N CTaTUHOB CYNTAETCS onpaBaaHHbIM.



