®OreQy BO « MMMY M3 PO »
Kadenpa akyluepcTBa U rMHEKONOMMM

[eHeTMUYecKne TpoMb60dUIUU B NPaKTUKe Bpaya
aKyLlepa-rmHeKoJiora

JoueHm kadeapsbl akyLlepcmsa u
ruHekosioruu, K.M.H. lak C.B.



TpoMmbodunun

35TO HapylwleHne B CUCTEME T[eMOCTa3a,
KOTOpble  XapaKTepusyeTrcd  MNOBbILEHHOMN
CKJNOHHOCTBIO K  pasBUTUIO  TPOMOO3OB
KPOBEHOCHbIX COCYAOB Pa3/IM4YHOro Kaambpa u
NIOKanAusaumum

b,

BriepBble mepMUH «mpomboduaus» 6bin N R A ftbfﬁ
BBeseH B 1995 BO3 (WHO) u pmEs =
Me>xkayHapoHbIM obLlecmsBom o
mpomM6o3y u remocmasy (ISTH) cnycms 30
Jlem rocne nosBaeHus coobuleHus O.
Egeberg (1965) o HacneacmsBeHHOM

aeputume aHmumpombuHa lll.




Buabl TpoMbodpunnm

l[eHeTUyeckasa | lNMpuobpeteHHas ATporeHHas

e ledunumnt AT Il cADC o[enapuH-
«lednuunt npotemHa <CKB MHAYUUPOBAHHAA
C eHOYHa# TpOMOOLMTONEHUS
o[lednumnt NpotemHa napKcusMasibHas e[OpMOHa/IbHAaA

S reMornoounHypms Tepanus

MyTauma V paktopa e310Ka4yeCTBEHHbIE <XMMUOTEPANUS U
(Leiden) HOBOObGpasoBaHUa  Aap.

MyTaumns reHa n ap MelMKaMEeHTO3Hble
NPOTPOMOMHA BO3ENUCTBUS
o[MNeproMouncTenH

eMus 1 ap.



[eHeTUYecKune TpomMboPuaUn

* ob03HavatoT npeapacrnonoXXeHHOCTb K
TPOMbOO3Y BC/eACcTBUE reHeTU4YECKUX
nedeKToB NPOTUBOCBEPTLIBAIOLLLEW

(aHTUKOAryNAHTHOM U PUOPUHONAUTUYECKON) U
CBEPTbIBAOLLLEN CUCTEMbBI KPOBUL.

* Puck peanmsaumss TpoMOOreHHOM OnacHOCTU
YBE/IMYMBAETCA MPU  COYETaHUU  APYIrUx
daKToOpOB

'KnuHunyecknn npotokonn M3P®: «AHecTe3ana M MHTEHCUMBHas Tepanus y
NaUMEHTOK, MOSlyYalLlmMX aHTUKoarynsaHTbl ONd NPpoOUnakTUKU U NievyeHus
BTOO B akywepcTtee», 06.12. 2018



Bpo)xaeHHble TpoMbodUuanmn

— ~

BT30, B 1.u4. TIJIA Tshxenble
aKyLlepckue

OCJIOXXHEHUA

«Great obstetrical
Syndromes»




Bbicokuu puck BT20

C BT20 B aHaMHe3e 1.2

1. opHokpatHoe BT20 B aHaMHe3e, He
accounmnpoBaHHoOe ¢ ApYyruMun pakTopamMm pucKa

2. OpHokpaTtHoe BT30 + reHeTnyeckas TpoMoboPpuansg
BbICOKOro pmucka nam AOC

3. MHorokpatHble anmn3oasl BT20

'KnnuHnnyeckmn npotokon M3P®: «[lpodunaktmka BTOO B akywepcrtBe W TMHEKONOrnmy»,
27.05.2014

2KnnHnyeckun npotokonn M3P®: «AHecTe3ans M WHTEHCUMBHaAA Tepanusa Yy NaUMEHTOK,
nonyvarLwmx aHTUKOarynsaHTbl ana npodpunaktukm n nedyeHns BTOO B akywepcTtse», 06.12.
2018



YMepeHHbIn pucK BT20

O BT20 B aHaMHe3e

1. opHokpaTtHoe BT20 B aHaMHe3e, accoummnpoBaHHoOeE
TO/IbKO € TPAH3UTOPHbIMU PaKTOPaMM PUCKaA:

* Xupyprmyeckoe BMeLLaTe/IbCTBO
* TpaBMblI
* NnntenbHasg uMMobuan3aumns

* JlnntenbHoe BHYTPMBEHHOE BBeJeHMeE NMpenapaToB U
Ap

'KnnuHnnyeckmn npotokon M3P®: «[lpodunaktmka BTOO B akywepcrtBe W TMHEKONOrnmy»,
27.05.2014

2KnnHnyeckun npotokonn M3P®: «AHecTe3ans M WHTEHCUMBHaAA Tepanusa Yy NaUMEHTOK,
nonyvarLwmx aHTUKOarynsaHTbl ana npodpunaktukm n nedyeHns BTOO B akywepcTtse», 06.12.
2018



Bbicokuu puck BT20

O [eHeTUYecKne TpomMboPuann
1. Tomo3urotHas Mytaumsa V Leiden
2. [ToMo3UrotTHag MyTaumsa npotpoMouHa G20210A

3. Co4eTaHue retepo3nroTHbiX Mytauum V 1 npoTpoMOUnHa
G20210A

4. BpoxaeHHbIn U npnobpeteHHbin Jedmnumt ATIII

O  JNedununt nporenHa C U S Nnpm coyeTaHNMM B aHaMHe3e 3nn3o4a
BT202

O beccuMmnToMHbIN AednuUT NnpoTenHa C,S - yMepeHHbIN pUCK
BT30

'KnnuHnnyeckmn npotokon M3P®: «[lpodunaktmka BTOO B akywepcrtBe W TMHEKONOrnmy»,
27.05.2014

2KnnHnyeckun npotokonn M3P®: «AHecTe3ans M WHTEHCUMBHaAA Tepanusa Yy NaUMEHTOK,
nonyvarLwmx aHTUKOarynsaHTbl ana npodpunaktukm n nedyeHns BTOO B akywepcTtse», 06.12.
2018



PacnpocTtpaHeHHOCTb 1 YpOBEeHb TPOM6BOreHHOro pucKa

PacnpocTpaHeHHOCTb B TpoMboTnyec | TpoMbOOTUYECKUIA
eBponemncKoun nonynsaumum KUN PUCK PUCK npu

OoTAroweHHoOM

aHaMHe3e

[oMO3uroTHas 0,25% 1,5% 17%
MyTaLus
JlenpeHa

[oMO3UroTHas 0,06% 2.8% 17%
MyTaLus
NpoTPOMOUMHA

CoyeTaHue * 4-5% *
reTepo3nroTHbIX
MyTauun V, Il

Nednunt AT I 1/2500 3-7% 40%



PacnpocTpaHEeHHOCTb 1 YpOBEHb TPOMbBOreHHOro puckKa

PacnpoctpaHeHHocTb | TpoMboTnyeckn | TpoMboTUYECKUN
B €BPONENCKOMN U pUCK PUCK NpU
nonynsauum OTArOLWEeHHOM

dHaMHe3e

[eTepo3nrotHas 5% 0,3% 10%
MyTaums JlenageHa

[eTepo3urotHas 2-3% MeHnee 0,5% 10%
MyTaums

NpoTPOMOMHA

Nednuunt nporenHa 0,03-0,13% 0,1% 6-7%
S

Nednunt nporenHa 0,2-0,3% 0,1-0,8% 2-7%

C



Mpodunakrmueckue Ao3bl NpenapaTos renapmHa

HedpaKuMOHMPOBaAHHbIN 5000 E[l nogko»XHo 4yepe3s 8-12

renapuH 4acoB

JDHOKcananuH 40 Mr 1 pa3 B CYyTKHU

HanstenapuH 2500 - 5000 ME 1-2 pa3a B cyTKH

HaaponapuH 0,3 - 0,6 mn (2850 - 5700 ME) 1
pa3 B CYTKMU

KnuHunyecknn npotokonn M3P®: «AHecTe3snss U  MUHTEHCUBHas Tepanusa Yy
NauMeHTOK, NoMyYaroWwmMx aHTUKoarynaHTbl Ans npodunaktnkm n nedeHna BT30
B aKyLwiepcTteey, 06.12. 2018



BeccMMnTOMHbIE reHeTuYeckue TpoMmoodunanm
BbICOKOIO PUCKa

* B OLEHOYHOM LIKane BbICTYNAKOT JIMWb KaK OAHU U3
noTeHUManbHbIX PpaKTopoB TpoMbBoreHHoro pucka (3
6anna).

* AGCONOTHbIN pUCK pa3BuTna BTI0, accoummpoBaHHbIX
Cc 6epeMeHHOCTbIO U MOCIEPOAOBbLIM NMEPUOAOM JIULLb
C BPOXAEHHbIMU TpoMbodpunmammu coctasnseT (OLL -
1,8 - 4,1 - npu OTCYTCTBMM CONYTCTBYIOLLUMUX,
npeapacnoiararoLWmx K TpoMo0o3y paKkTopoBs)Lz2

"Martinelli |, Battaglioli T, DeStefano V, Tormene D, Valdré L, Grandone E, et al; the GIT (Gruppo Italiano
Trombofilia) The risk of first venous thromboembolism during pregnancy and puer- perium in double
heterozygotes for factor V Leiden and prothrombin G20210AJ Thromb Haemost, 2008, 6(3): 494-498
’Middeldorp S, van Hylckama Vlieg A Does thrombophilia testing help in the clinical man- agement of
patients? Br J Haematol, 2008, 143(3): 321-335



OueHKa ¢pakropoB pucka BT20

* OueHka ¢aKTopoB pucka BT30 aonxkHa npoBOAUTCSA
Ha Bcex 3Tanax (moarotoBka K 6epeMeHHOCTH,
PaHHME CPOKMW, nepen poaopaspelleHneM U
nocsaepoaoBon nepuoa)

* CeMeMHbIN aHaMHe3: BblsIBA€HUE TPOMOO30B Y
POACTBEHHMKOB MEPBOro0 U BTOPOro MOKOJIEHUI (o
rnyéuHe oo 60 ner)

* Mpu nbbIX MHBA3UBHbLIX Npouenypax (onepaumsax)
npy NOAroToBKe K 6epeMeHHOCTU (0COBEeHHO npu
BPT)

KnuHndecknn npotokon M3P®: «AHecTesanss W WHTEHCUMBHaAA Tepanusa y
NauMeHTOoK, NoSlydaroWwmx aHTUKoarynsaHTol aAns npodunaktnkm n nedeHna BT30
B aKyLwiepcTtee», 06.12. 2018



OueHKa ¢paKTopOB pPUCKA

* OueHkKa pucka BT20 Bo BpeMs bepeMeHHOCTU
NpPOBOANTCH aKyLlepoM-TUHEKOJIOrOM
(BOSMOXHO npuBAeYeHME remaTtosiora WU
COCYAMNCTOro X1upypra)

KnuHunyecknn npotokon M3P®: «AHecTesnsi U MHTEHCUBHaAA Tepanua y

NaUMEHTOK, MONny4yalWwmx aHTUKoarynsaHTbl Ans NpoUIakTUKM U NevYeHus
BT3O B akywepcTtBe», 06.12. 2018



Puck passutua BT20 u nokasaTtenu KoaryjaorpamMmmbol

TpaguMUMOHHbIE NapaMeTpbl KoarysorpamMmmbel  (TpoMbGouUTbl,
dnbpuHoreH, MHO, AYTB, npoayKTbl Napakoarynsauum) He
umMertT  UHPOPMALMOHHOU  LEHHOCTU B  OTHOLUEHUMU
NPOrHO3MpPOBaHUSA Pa3BUTUA TPOMOBO3a 1 MOTYT CAYXKUTb TOJIbKO
AN oueHKn  3PPEeKTUBHOCTU  MPOBOAUMOMN  Tepanuu
aHTUKoarynsHtamm (BapdapuH - MHO, renapuH - AYTB, HMTI -
aHTU Xa aKTUBHOCTb)

3MeHeHns B cucTeMe remMocTasa npu ou3nonormyeckomn
bepeMeHHOCTM B BUAE TMNepKoaryasauum - aBaseTc HopMou

3TN USMEHEHUS He ABAAITCA OCHOBaHMEM AN NPUMEHEHUSA
aHTUKOAry/IiHTOB U Ae3arperaHToB (MCK/ - abCoNtOTHbIE
NOKa3aHMs B CBA3U C COMATUYECKMMU 3260/1€BaHUAMMN)

KnnHunyeckun npotokonn M3P®: «AHecTe3sMs W WHTEHCUMBHAA Tepanua y MNauneHTOK,
nosyyarLwmx aHTUKoarynanTbl Ana npodunaktnku mn nedveHuns BTOO B akywepcTtee», 06.12.
2018



KanaupaaTHble reHbl npu M3 (P.J.Williams, F. Broughton Pipkin, 2011)

Matodusmnonorny rpynna | HaseaHue reHa Cumson m

Tpom6odUANK Factor V Leiden 506Gin>Arg
< —trethylenetetrahydrofolate MTHFR _ Cb667/1 ~
Protrombin FZ —G20210A
Plasminogen activator factor-1 SERPINE |/Dpromoter
Integrin glycoprotein Illa GPllla C98T
OYHKUMA SHOOTENNS Endothelial nitric oxide synthase3 eNOS3 298Glu>Asp
Vascular endothelial growth factor VEGFR1 TG repeat
receptorl
Vascular endothelial growth factor VEGF C936T
Ba30aKTUBHbIE 6elkn Angiotensinogen AGT 235Met>Thr
Angiotensin converting enzyme ACE I/D intron16
OKCUAATUBHBIN CTPecc Apolipoprotein E APOE C866T
Microsomal epoxid hydrolase EPHX 113Tyr>His
Glutathione S-transferase GST A313G
MMMyHOreHeTm1Ka Tumor necrosis factor a TNF G-308A

Interleukin 10 IL-10 G1082A



NMonanmopdpusm KaHANAATHbLIX rTeHOB B pa3BUTUU I3 J. Dasarathy, N. Mtiraoui, P. Sharm 2010

Aminopeptidases 1-2. Related to immune antigen presentation

ERAP 1-2

TNFSF13B Regulation of immune response, member of tumor necrosis factor family

HLA-G Members of HLA class | molecule and has immunosuppressive properties

VEGF Modulates the cell cycle, migration, and differentiation

Flt -1 FMS - related tyrosine kinase

Endothelial nitric oxide synthase
CYP11B2 Steroid 11/18 - beta- hydroxylase

Increses blood viscosity and the likelihood of thromboembolic events

Coagulation factor V

SERPINE1 Endothelial plasminogen activator inhibitor-1 (PAI-1), the major inhibitor of fibrinolysis

-
<

Methylentetrahydrofolate reductase

Methyltetrahydrofolate-homocysteine S-methyltransferase



Moannmopdusm reHa MTIOP

feHOTMN Bo3poeuncreue

[OMO3UIOTHbIE
reHoTunbl (TT);
npumepHo 10 -12% -
20%*

[eTepo3nroTHble
reHoTunbl (CT);
npumepHo 34 - 40%*

Ouknn tun (CC);

| CHWXeHne akTUBHOCTU (DEPMEHTOB
npUMeEpPHO Ha 75%

0 Obpasyetcs MmeHblue 5-MTI®

U MNoBbllaeTcs ypoBeHb COAEPXKaHUS
rOMOLINCTENHA

U yBennunBaeTcsi puck NOPOKOB pasBUTUSA
HEPBHOW TPYOKU

U BosgencTeme B MEHbLLEW CTENEHU, YeM B
cny4yae reHotunoB TT, HO cyuwlecTByeT
NOBbILLUEHHbLIN PUCK NOPOKOB Pas3BUTUA HEPBHOU
TPYyOKK

| Bo3gencTBme He oTMEYEHOo



KoHueHTpauus roMmouuctemHa B njasme
nocsae AONOJIHUTENIbHOIO rNpuemMma ¢$posmeBoun
Kucnotbl uam 5-MTIro*

Plasma homocysteine (umol/L)

10 1

week
Namepc 1. n gp. Am J Clin Nutr 2004; 79: 473-478

[Mnauebo

400 pr/peHb donmeBon
KUCNOThI

416 ur/peHb 5-MTI®

*MeTadonuH



LMCTATUOHWUH CuHres

buocuHmes
6enKoB

HyKneomugos,
AMUHOKUC/IONY

N\

5,10
MeTunen Tl o

5 MTTOP

MemunaupoBaHue

JHK, 6enkos,
AunugoB




BHYTpMyTpOo6HOE NporpaMMuUpoBaHue u
nporpaMMUpOBaHUE B NepBblie 2 roaa XXU3Hu

ART

Conception. 1000 DAYS. 2nd
birthday
Normal variations in nutrition,
stress, social, environmental ..

. . . Nutrition,
toxicants exposure, microbiome

\ ] . Taste
Periconceptional &  perinatal

. . . development
disorders and interventions: ) .
. . ) Microbiome
Preterm birth, intra-uterine growth
. L. Stress

restriction, Maternal Toxicants
diabetes/overweigth, C-section,

§

!

Epigenetic changes: DNA methylation,
histones deacetylation/ methylation,
phosphorylation, mcRNA

—

—)

!

—

Adulthood

Non Communicable
Diseases:
Hypertension,
Kidney
Diabets
Cancer
Broncho- pulmonary
disease

Infertility
Neuro-psychicatric
vulnerability
Senescence...

disease

YMmbepTte CummnoHe, 26 EBponenckuin KoHrpecc no nepuHaronon meaunuunHe, C.-I06.,

2018



[ 1. METUAMPOBAHME AHK |

MHoronKkasa anvreHeTka

METMNIEHAR

y uirosm: | «[eHeTKa npegnonaraer,
HOBOMD

st a ANUreHeTukKa

pacnonaraer».
AHTIMACKUN Buonor,
HOOeneBCKUM naypear
[Mutep MepaBap

MHOronHMKaa 3aNMMreHeTHKA

3NUreHeTUYeCKHe NpoLecchl Peann3yloTCA Ha HECKONbKWY YPOBHAX.
MeTunupoBaHKe JEACTBYET Ha YPOBHE OTAENbHbIX HyKNeoTuaos. Cnenyou i
YypoBeHb — 3T0 MogndMKaLWA TMCTOHOB, 6eNKoB, y4acTBYHOLWMX B yNaKOBKe HUTEN
OHK. OT 3Toi yNaKoBKM TakKKe 3aBUCAT NpoLecchl TPAHCKPUNLMK W pPENNMKaLMK
AHK. OTagencHan Hay4HaA eeTBb — PHK-a3nureHeTHKa — Way4aeT anMreHeTHYecKHe
npoueccol, ceasaHHbie ¢ PHK, B ToMm uncne metunupoeaHmne nihopmaymoHHon PHK.

Anekcen PxelwweBckun, AnekcaHap Bancepman, 28 maa 2018, M, Hayka/6mnonorus



®eMnbUuoH -MeTaponnHcogepKawmm KoMNaeKe
nns bepeMeHHbIX

Femibion Natalcare |

nperpasuaapHas noaroTtoBKa,
6epeMeHHble Ao 13 Hepenu

~ ~ Y T ‘w
Butamum
donune Hbl
Metad Bas rpynnbl -
onvH | kucnot | B, G, E, Vioa Mera
a PP, $onu
OUOTUH H
N N AN AN J

Femibion Natalcare |l
6epeMeHHble ¢ 13 Hepenun, nepuop,

NlaKTauuu

Buta
MWHbI
rpynmn

bl B, -

C, E,

PP,
ouort
UH

donun
eBas
KUC/O
Ta



[Toka3zaHUA K 06csieJ0BaHUIO HA FreHeTUYeCKUe
TpoMbodpunum:

v'BT30 B aHaMHe3e

v'BT30 y OnnKanmx poacTBeHHUKOB
‘/HOTepﬂ bepeMeHHocTn nocne 10 Hegenb
‘/I'IpMBbquoe HeBblHaLLMBAHME

v Tskenas M3, HELLP

v Taxkenas 3PI1, xp NH B aHaMHe3e




KnnHunyeckuu cayyam 1

BepemMeHHas 35 net, Hactoswasa 6epeMeHHOCTb - 2

B aHaMHe3e: 1 cBoeBpeMEHHbIE poAbl — 6€3 0CN0XKHEHNI

Yepe3s 2 roga nocine pogos 3anuson BTI0 - tpomb603 npasou
NOAKMOYMYHON BeHbl, (TpaH3UTOPHble GAKTOPbl  UCKIKOYEHbI)
IMAarHOCTMKa 3ano3aanas vyepes mecsy (cTaBUAM AMArHO3 HEBPUT
NpaBoro mnJie4YeBoro Hepsa) , noaydana BapPapuH, no Y3OI -
OCTaTKM TPOMOOTUYECKUX MACC COXPAHAIOTCS MOXU3HEHHO.
[eHeTUYeckKne TPOMOOOUANM HU3KOTO pPUCKA: TOMO3UTroTHas
MyTaumsa MTITOP T-T

~~

Puck BT30 - Bbicokui (annson BT20, He cBA3aHHbIN ¢ ApYrMuU
dbakTopamu)

S _~

Ha3Ha4yeHune renapmHa Bo BpeMs bepeMeHHOCTU U Nocae podos 6
Heaenb




KnnHunyeckum cnyyam 2 a

UcxoaHble AaHHble
bepemMmeHHasa 33 net. Hactosdwaa 6epemMeHHoOCTb — 2, P - 1. UMT
29,5.
[eHeTu4YecKne TpoMboduanun: lerepo3nurotHasd M™MyTaums reHa
npotpoMbunHa G20210A, retepo3urotHasa mytaumus MTITOP C-T.

Vs

Puck BT20 - HU3KUM

Ve

Ha3HayeHue renapmHa Bo BpeMs bepeMeHHOCTU - He TpebyeTcs
HeobxoanmMo HasHayeHue ¢ponaToB




KnuHunueckuit cnyyam 2 B

HexoaHble BaHHbier——m————————————————
bepemeHHasa 33 net. Hactosqwasa 6epemMeHHocTb -2, P - 1. UMT
29,5.

[eHeTUYeckne TpoMbopuammn: letepo3mrotHas MyTauus reHa
npotpoMbunHa G20210A, retepo3urotHasa mytauusd MTITOP C-T.

+
JlonoaHuTeNbHbIE AAHHbIE:

[lepBasg 6epeMeHHOCTb - MaJioe KecapeBO cevyeHune B 24 Hepenm
no nosoay NMOHPIN Ha ¢oHe TKenoun NI, yepes 1 mecsu nocne
poAOB - Npexoadwmm  3nu30]  HapyleHuss MO3roBoro
KpoBoobpalleHusa (a3nuson BT30) 6e3 asuratesbHoro aepumumta

~ >

Puck BT30 - Bbicokuit (anuson BT30 + BAC)

~_~

Ha3Ha4yeHune renapmHa Bo BpeMs bepeMeHHOCTU U Nocae podos 6

HEAE/b



KnnHnyecknm cnyyam 3

BepemMeHHas 28 net, Hactoswasa 6epemeHHoctb - 2, P - 1
[eHeTU4YecKne TPOMOODPUIMM HU3KOTO PUCKA: TeTepo3nroTHas
myTauus PAI-1, MTTOP C-T

+

[lepBas bepeMeHHOCTb - B 28 Hefaelb KecapeBo CeYEHUE B CBA3U C
Tshkenow M3 (A no 180/120 MM.pPT.CT.), Xp. AEKOMMNEHCUPOBAHHOM
[MH, HMIIMK 3, BbipaxkeHHon 3PI1, pebeHOoK ymep

>

Puck BT30 HU3KMIN, HO UMeeTCcs BbICOKMN pUcK BAC

==

YuntbiBad puck bAC, BO3MOXXHO, Ha3HavyeHne renapuHa B [1I'T1 n
BO BpeMsa bepeMeHHOCTU. B nocnepoaoBoM nepuoge npoBecTtum
NOBTOPHYIO OLLEHKY PaKTOPOB PUCKA.




KnnHnyeckum cnyyam 4

bepeMmeHHasa 32 net, B aHaMHe3e becnioaue. b - 1,
HacTynujaa CrnoHTaHHO. XpoOHM4YyecKasas apTepuasibHas
rmnepteHsunsa 1 ct, UMT 35

[eHeTu4YecKne TPOMOOOUIUU: TOMO3UrOTHAS MyTaums

MTT®OP T-T.
N~

Puck BT30 - HU3Kuu

Nz

HasHayeHne renapnHa BO BpeMs OepeMeHHOCTM - He
TpebyeTcs

B MMM n Bo BpeMs 6epeMeHHOCTM - onpeaenntb YPOBHU
romoumctemHa, ©OK wuam MetapoanHcogepkawmm  [BK
(beMnbuoH - 1)




Cnacu6o 3a BHMMaHue!
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