[ eMopparnyeckme
3aboneBaHusa y
HOBOPOXOEHHbIX.

[loueHT Kadpeapbl rocnutTanbHOW neanaTpun
PHUMY, K.M.H. BanHwitenH HaTtanba [leTpoBHa



I/IHbe3I/IOHHaFI, aerngpatnunoHHad, aHTUrMNOKCaHTHaA,
NPOTNBOCYAOOPOXHAdA, rernapmH

C3I1 Ne2
Ip M Ne2

1 mec 9 gH
PBOTA, OTKa3 OT rpyau, XenTyLHOCTb KOXW

COSITOSIHME OYEHb TAXeroe, rnybokoe ornyLeHne, Mo3roBom Kpuk,
0byCcnoBrieHHOE HEBPOSIOrMYECKON CUMMNTOMATUKOM

KT o1 06.04.15 - maccuBHbIN N1eBOCTOPOHHUN CAK, yMepeHHbIN
andpdpy3HbIM 0TEK neson remucdepsl. JlatepansHas
NPaBOCTOPOHHAA AUCIIOKAUUA CPEONHHbIX CTPYKTYP.

noctynun B OPUT 06.04.15. Tepanus: aHTubakTepuarnbHas,
NHMY3NOHHasA, gerngpaTuumoHHasi, aHTUrMNOKCaHTHas,
NPOTUBOCYOOPOXHAdA, renapuH

C3I1 Ne2
Ip M Ne2



1 mec 9 oH
runeptepmus 37,5 rpag C, 6ecnokoncTBo, 2-KpaTHasi pBoTa

COCTOSIHWE cpefHe-Taxerioe, 0bycnoBneHHoe remopparm4ecknm
CUHOPOMOM, aHEMUEWN TAXKENOW CTENEHU, CYOOPOXHbIM
CUHOPOMOM, OEKOMIMEHCUPOBAHHBIM MeTabONNYeCKNM
aungo30oM.

KT ot 16.01.15 - npusHaku npasonosnyLapHOn remaTtoMbl C
aucnokaunen cpegnHHblx cTpykTyp, CAK, BXKK. noctynun B
OPUT 15.01.14.

Tepanusa: aHTubakTepuanbHas, MHPY3MOHHAsA, MHOTPOMHas,
cefaTuBHas, aHTUMUKOTMYEcKas, MeTabonnyeckas,
aerngpaTtuLyoHHas,

C3I1 Ne3

9p M Ne2



1 mec 21 gH

rmuneptepmust 38,2 rpag C, HacCMOpPK, BANOCTb, OTKa3 OT eAbl
COTOSIHME TshKenoe, 0bycrioBfiEHHOE HEBPONOrMYeCKON
CUMMOTOMATMKOWU

KT ot 10.05.15 - npu3Hakn MHTpanapeHxXnmMaTo3HON remopparmm
B 1eEBOW BUCO4YHOM 0Bf1iacTn ¢ Hann4ymem cBda3m ¢ 06onovkamu.
[TocTrunokcu4veckme nameHeHusa napeHxmmol. CAK
NeBOCTOPOHHEE.

Tepanus: aHTubakTepmanbHasa, remoctatndeckas, MHYy3nHHas,
9HTepanbHoe nNuTaHne

C3lNe4 Op M Ne1



1 mec 5 oH

6eCcnokoncTBo, cpbirMBaHne, pBoTa. BbiCnyLwaHbl Nnatonorndeckne LWymMol B
cepaue.

CocTosiHne Takenoe, obycnoBneHHoe HeBponorndeckon cummnrtomaTukon. KT ot
30.09.14 - MHOXeCTBEHHbIE BHYTPUMO3roBblE remopparum ¢ npnusHakamm
cybToTanbHOM TaMnoHadbl NPaBbIX OTAENOB MO3rOBbIX YKEMNYO04KOB U
natepanbHOW AUCNoKaunm CpeanHHbIX CTPYKTYP MUHUMANbHO BblpaXKeHHbIN
CAK 1 ondpysHoro oteka rosioBHOro moasra.

Tepanus: aHTubakTepuanbHas, UHPY3MOHHAasA, reMoTpaHcdy3und,
aHTUMMUKOTMYECKas!, MPOTMBOCYLOPOXHAsA, OCMOTepanns, remoctaTnyeckas,
cepaTnBHas.

C3I1 Ne43pM Ne3

Upes3KkoxXHas BEHTPUKYyNApHasa NyHKUNA B NpaBoN TEMEHHOW MYyHKUUN OT
30.09.14

Mepesoa B HIML, ConHueBo

Bblp&)KGHHOG YrHeTeHne Co3HaHu4, Cy,D,OpO)I(HbIIZ CUHOPOM. CHwXeHne
MblILLUEYHOIo TOHYCa, perJ'IeKCbI YIHETEHDI.



CUCTEMA TEMOCTASA

I'EMOCTAS3- 510 QyHKIIUS OPraHu3Ma, HalpaBJICHHAA:

°* C OJHOM CTOPOHBI HA COXPAHEHUE KUJIKOIO arperarHoro
COCTOSHUSA KPOBHU B HEIIOBPEKICHHOM KPOBEHOCHOM PYyCIIE,

* C IPYTOM CTOPOHBI, HA 00ECIECYECHUE OCTAHOBKH KPOBOTCUCHHUS U
peIoTBpaICHUE (PU3HOJIOTUYECKH 3HAUMMOW KPOBOIOTEPH TIPH
MOBPEXKJICHUM KPOBEHOCHOIO COCYAA.

OyHKIYS reMocTrasa o0ecneynBaeTcs Osarogapsi

B3aMMOJICMCTBUIO psJia CTPYKTYp M BEIIECTB OpPraHU3Ma,
koTopsie 00pazyror CUCTEMY I'EMOCTA3A.



KOMMNOHEHTbI CACTEMbI TEMOCTASA

Cocyaucras cTeHka,
TpomMGounTbl U Apyrue KrneTkn KpoBwu,

[lna3mMeHHble KOMNOHEHTbI (benkn, nenTnabl U HeGEenkoBbIe
MeaumaTopbl reMocTasa, UMTOKWUHbI, U Ap.)

[TpoKkoarynsHThl,
NHrmbnTopbl Koarynaunm, aHTUKoarynsaHThbl.
[MponBPUHONNTNKMN,

0
0
0
0 WMHrmoutopsl pubpurHonusa.



JHOoTEeNnnn

VIHTaKkTHbIM 9HOOTENMKW obnagaeT aHTUKoarynsHTHOM akTUBHOCTLHIO

Crnow rmukokanukca, obpalléHHbIN B MPOCBET COCYAa,C BbICOKOW AoNen
renapaHcynedara (B komnnekce ¢ aHtutpombébuHom Il oo 80%
aTUKoarynaHTHOW akTUBHOCTW)

OTpuuartesnbHbI NOBEPXHOCTHLIN 3apsa

[MaccrMBHO NpeaoTBpaLLaeT KOHTaKT KPoBU ¢ cybaHaoTenmem

Bbioengaet Bellectsa, NpendaTcTByOLWMe Koarynsaumu, agresvn,
arperaumu
[MpoctaumknuH (MI2)

CBdA3aHHbI ¢ MeMbOpaHon TPOMOOMOLYITMH (B KOMMJIEKCe C TPOMBUHOM
akTmBupyet npoteunH C)

NHrmountop nytn tkaHeBoro gpaktopa (UMNTd, TPFI)

[Tpn noBpeXxageHnn 3HOOTENNN MPOABAAET MNPoKoarynsaHTHbIE U
npoBocnanuTernbHble cBoncTBa (d-p BunnebpaHga, TP, sHooTenunH
— CTUMYNSATOP BAa30OKOHCTPUKLUN)



AKTUBaLuda 3HOOTENTUOLUTOB

o [pu oTCyTCTBUMN KaKNX-NNOO NOBPEXAEHUIN BbICTUNAIOLWME COCYA
SHOOTeNnnarnbHble KNeTkn obnagatT TPOMOOPE3UCTEHTHBIMU
CBOWCTBaMM, YTO CNOCOOCTBYET NoaaepXaHuio NOKOro COCTOSAHUS
KPOBMU

o [lpn noBpexgeHnn aHgoTennu TpaHCcOOPMMPYETCH B MOLLIHYHO
NpoKoarynaHTHy NOBEPXHOCTb 3a CYET CMHTE3a U BblOENEHNA
crnenyrowmx gakTopos:

TkaHeBown goakTop (TP)

dakTop BunnebpaHaa

daktop V

NHrmbunTopbl akTMBaTopa nriasMmHoreHa
NJ1-1

JQHOoTennH-1

O O 0o 8o &8a &8



TpombouUTbl

[TpofomKUTENBLHOCTL XN3HN 7-10 CyT

ExegHeBHO 10-15% umpkynupyrowmx TpomMooumMTOB
pacxo4yeTca Ha nogaepkaHne TpomPukm U PyHKUNOHMPOBAHUS
oHOOTENUS

OCHOBHbIe (PYHKLWNN:

o PopmupoBaHuMe NePBUYHON TPOMOOLIMTApPHOW NPODKK 3a
cyeT agre3snm n arperaun

AOresuvs K cybaHOoTenmio
AKTMBaLMA C BLIDPOCOM MeAMaTOPOB U3 rpaHyn XpaHeHus
Arperauus

o Kartanus koarynsaymoHHOro remocrasa
[MpepoctaBneHne PJ1 nosepxHocTu (d-p 3 TPOMOOLNTOB)
BeIOpoc npokoarynsiHToB M3 nysioB XpaHeHUs

o PeTpakuunsa crycTtka KpoBwu

o CTMMynsauus nokanbHOM Ba30KOHCTPUKLMK, penapaumm




AKTnBauuma TpomoounToB

HeakTnBHBIN TPOMGOLNT Tpom6ounTbl B 0o6paTUMOn cTagum Tpom6ounT B Heo6paTUMON CTaaUU aaresumn
(AucKoUMT, NNacTUHKa) KOHTAKTHOW aKTUBaLuuu (pacnnacTtaHHas popma 6e3 BHyTpeHHero
(1ap oBHIHBIE (POPMBI coaepXMmMoro - ""TeHb TpomGouuTa'')

¢ ncesgonoansMu)

oOpatumass  HeoOparuMmas

*TpomOoIUT MEHSIET GOpMY C AUCKOBUIHOM HA CHEPUUECKYIO, Y HETO MOSBIISIOTCS TICEBIOTIOINH.

*Ha wMemOpaHe TpOMOOIIMTOB SKCIPECCUPYIOTCA WM MOBBINAIOT ahPUHHOCTH PEIEHTOPHI
TPOMOOITUTOB.

I[IporcxoauT cexpenus COAEPKUMOro MyJIOB XPaHEHUS TPOMOOIIUTA.

*TpoMOOIIUTEI (PUKCUPYIOTCSI Ha TOBEPXHOCTAX (CyOdHIOTEIMATBLHOM MATPUKCE W Tp.) U (WIIM)
COEAUHSIOTCA IPYT C IPYTOM U JPYTUMU KJIETKAMH KPOBHU (IIPOUCXOIUT aJr€3Usl U arperamus).



I'I 0000
POKOAryJnsaHTbI Njiia3Mmbl T
000
®akr | Yuacrue B Ha3zBanue Bpems MecTo cuHTE3a P
op KOAryJsIlMH 10JIYBbIBEICHUS (mperMMylIeCTBEHHO) BHUT. K
I 00 mii ®OuépuHOTeH 64 — 120 Ieyens,
MerakapuouMuThbl
I o0mmi IIporpomoOuH 48-120 +
Ne4YeHb
\Y% o0mmi NpoaKueJepuH 12-24 Heuenn,
MerakapuouMThbl
VII BHELUIHMH NPOKOHBEPTHH 4-6 +
ne4yeHb
VIII | BHyTpeH AHTHTreMO(PUIbHBINA 100yJTUH 10-12
ne4yeHb, YHA0TETUM
IX BHYTPEH ®-p Kpucmaca 18-30 +
ne4yeHb
X o0mmi ®-p Crroapra-Ilpayspa 24-60 +
ne4yeHb
XI BHYTPeH Il1a3MeHHBIN NpeAIecTBeHHUK 45 - 80
TPOMOOIJIACTHHA neYeHb
XII BHYTPEH ®-p XaremaHa 40-170 neYeHb
XIII | o0mmid POudpuH CTA0MJIM3HPYIOIIHIA 40 - 200 MeraKkapuouMThI
dakrop neYyeHb
®B | Buyrp/ ®-p Buiiedpanga 20 Merakapuoumrbl,
TpoMOoOI IHAOTETHH
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OIrPAHUHEHUE NMPOLIECCA CBEPTbIBAHUA
KPOBU

o [lo Mepe yganeHusi OT 30HbI NOBPEXOEHUSA NPpOUCXoanT ocrnabrneHue
NPOKOArynsaHTHbLIX CTUMYIOB N YCUIEHNE aHTUKOarynsHTHbIX,

o HenoepexaeHHbIn 3HOOTENUN O0bnagaeT aHTUKoarynsaHTHbIM
noTeHLManomMm,

o Ha Bcex aTanax cBepTbiBaHUE KPOBU KOHTPONUPYETCA AENCTBUEM
NHIMONTOPOB.

AHTUKOArynsHTbl:
[l Butamun-K-3aBucumbie npotemHsl C+S (V u VIII daktopbt),

[l aktuBmpyemblin renapnHom aHTUTPoMOBUH I (d-pbi IX, X u ll)

o OpgHoOBpeEMEHHO C 3anyCcKOM MpoLecca CBepPThIBaAHNS 3anyCKaeTcs
npouecc hndbpuHonmsa, a Nno Mepe yaaneHusi oT MecTa
NoBpEXaAeHNa cocyada 1 No Mepe pasBuUTUSA penapaummn TKaHewn
aKTUBHOCTb onOpUHONM3a Ha4YMHaET Bce boree npeobnagatb Hag
CBEPTbIBAHMEM.



OLEEHKA COCTOAHUA CUCTEMDI
TEMOCTA3A

o OueHka ceMenHoro aHamHesa:
OaHHble  3a  HacneacTBeHHoe - HapylleHue - remocTtasa
remopparm4eckoro unm npoTpomMooTNYECKOrO XapakTepa

o OueHKa KNMHUYEeCKUX OaHHbIX :

Hanmyne remopparnyeckoro cMHgpoma , He COOTBETCTBYHOLLErO
No TSXXECTWU, ANUTENbLHOCTU WNKU XapaKTepy TpaBMUPYHOLLErO
BO30EeNCTBUA

Hann4mne OKKM3NPYoLLMX TPOMOO30B Y NuL, MONoaoro Bo3pacTa

o OueHka nabopaTtopHbIX AAHHbIX:

nabopaTtopHsble NPU3HaKK
remopparn4eckoro/TpomMoodunNmM4ecKkoro CoOCTosIHUS



NMPABUITA NMPOBEOEHUA
FTEMOCTA3UNONIOINMNMYECKUX TECTOB

Ncnonb3yeTcs BEeHO3Hast KPOBb

KpoBb oTOupaetca u3 nepudpepuyeckon BeHbl. OTOOpP KpoBWM U3 KaTeTepa
O0MyCcTUM TONbKO B 6e3BbIXOAHOW cuTyauuun!

[TauneHTa nepen aHanuM3oM HanouTb. XunesHad nnasmMa Hegonyctuma
(mayueHT ronogHbin)!

KpoBb oTOMpaeTca B cneuunanbHyo Npobupky ans koarynorpamm (npobupka c
yutpatom Hatpus!). Heobxogmmo cTporo cobnogartb COOTHOLLIEHME KPOBU U
uutpata (Habupatb npobupky [0 4epTol). Henb3a Hepgobupatb wunu
nepebupartsb!

KpoBb gormkHa noctynartb caMoTEKoM. /icnonb3oBaHue wnpuua ana otbopa
KPOBM C nocrneayowmM rnepennBaHNEM MOXET MNPUMBECTU K 0OpasoBaHMIo
CrycTka B npobupke nnm npexgeBpeMeHHON akTuBaunm TpomooLmToB.

AHanu3 gormkeH ObITb BbIMOSIHEH B TedeHne 2 (B caMOM KpanHeMm criyydae 4)
4YacoB OT MOMeHTa oTbopa npoobwi.

XpaHeHue: LlenbHaa kpoBu M nnasma — He bonee 2 4yac NpuM KOMHAaTHOM
Temneparype

Bo3amMoxHO 3amopaxuBaHne ©OegHom TpomboumTamm nnasmbl.  [locne
pasmopaxnuBaHns MOBTOPHOE 3aMopaXXnBaHme He OOonycKaeTcs.




OLEHKA TPOMBOLUTAPHOI'O TEMOCTAS3A

BpeMFI KpOBOTEYEHUA (He ouarHoctTnyeckas MeToaunka):

[Mlo AuBW. AONUTENBHOCTb KPOBOTEYEHMA U3 3 Haceyek CTaHOapTHbIM
cKapudukaTopom 13 npegnnedna npu komnpecun nneda 40 mm pT.cT. (HOpMa
00 7 MUH.)

[Mo LUnTmnkoBon: Bpems KpOBOTEYEHUS M3 CTaHOApPTHOro npokosna nanbua
onyLieHHOoro B M3nonornyecknin pacTeop Temneparypomn 37 rpag.

NpoKon MoYkKn yxa — rno [btoky (Duke)
o [lopcuet konuyecTBa TpomoouuMTOB (150 - ~ 400 x 10° /n.)
o ABTOMaTM3MpoBaHHOe Bpems KpooTedeHus (PFA 100)

e AHanu3 arperauum  TPOMOOLMTOB Ha  aBTOMATUYECKMX
arperomeTpax

o KocBeHHO No TpomboanacTorpadumm



Bpemsi kpoeomeyeHUs

e COOTBETCTBYET BPEMEHU, KOTOPOE HEOBXOAMMO ANS
obpa3oBaHMsa TpoMboLUUTapPHOM NMPOBKN n
XapakTtepmayeT OyHKLUNOHANbLHY akTUBHOCTb
TPOMOOLINTOB U UX B3aUMOOEWUCTBUE C COCYANCTOM
CTEHKOMW.

o Bpems kpoBoTeueHUs1 yannHAEeTCs Npu TsHKenbIX
HapyLLEeHNsX NepBUYHOIO remMocTasa
(TpOoMbOouUUTONEHUN, ANCHYHKLUUN TPOMOOLIUTOB U
bonesHn BunnebpaHaa), HO He BbISIBIIAET BCEX
TPOMOOLMTAPHbLIX HAPYLLUEHUN, T.€. UMEET HU3KYIO
YYBCTBUTENBHOCTD.

o Bpems kpoBoTeYEeHUSI HE U3MEHAETCH NpPU
koarynonaTusix.




OLEHKA TPOMBOUUTAPHOIO NrEMOCTA3A
No NoKasaTensiM KIIMHU4YeCcKoro aHanumsa
KPOBM

® PLT- Platelet - HopmanbHOe kKonnu4yecmeo mpombouumoea -

4ynucno TpombounToB y HoBopoXXAEHHbIX — 180-440x10*9 /n. MNpwn
CHWXeHUN meHee 50x10*9/n HaunHaloT NPoABNATECA CUMNTOMbI

KPOBOTOUYMBOCTU, HMXKe 20x10*9 /n — BO3MOXHbI XXU3HEYrpoXxatoLme

KpoBOTeYEHUA. KpOBOTOUYMBOCTb NPU ypoBHE TpoMbouUTOB Boree
70 x 10*9 /n cBMOeTenbCTBYET B NOMb3y TpoMbouuTonaTun,

® PCT - Platelet Crit - TPOMOOKPUT OTpaXaeT Aorno TPOMOOLUTOB B
OOBbEME LIEeNbHOM KPOBU. ITOT NoKasaTtesb BbluncnseTca nmbo

CYMMUPOBAHNEM MNPSIMO U3MEPEHHBIX 00 bEMOB TPOMOOLINMTOB, NGO
YMHOXEHNeM cpegHero oobema TpOMOOLIMTOB HA UX COAEP)KAHUE B
eanHuue obbema KpoBu. YMeHblleHne PCT npuBognT K naTtosniormm
NepBUYHOIo remocTasa U pUCKy BO3HUKHOBEHUST KPOBOTEYEHUN.
OTOT NokasaTtenb — bonee YyBCTBUTESNbHbBIN AN OLEHKU pUcKka
BO3HMKHOBEHUA KPOBOTEYEHUS, YEM YMCNO TPOMBOUMUTOB.
[MoBbiweHne PCT yBennumsaeT cnocobHOCTU TPOMOOLMTOB K
arperayum, 4Yto rnoBbILLAET PUCK TPOMOO30B.

[MpoAoMKNTENBHOCTL «KU3HU» TpomMmbouuToB 7-10 CyTOK.



OLEHKA TPOMBOUUTAPHOIO N’'EMOCTA3A

NOo NOKa3aTenAaAM KImMHNn4YeCKoro aHasfim3a Kposu

MPV _ - Mean Platelet Volume - cpegHun o6bem TpoOMOOLINTOB 1 3TOT
nokasaTenb gaeT nHopMaumio o pasmepax TpomooumnToB (Makpo
NN MUKPOTPOMBOLMTOMNEHMNA).

o« MPV noBbliWeH — nNpu ngmonaTtn4eckon TpoMmboLMTONEHNYECKOU
nypnype, cuHapome bepHapa-Cynbe, aHomanum Mes-XerrnunHa,
CUHOPOME «CepPbIX» TPOMOOLUUTOB, CENTULIEMUN, TUMNEPTUPEOSIE,
CMNMNEHIKTOMUN N OpP. COCTOAHUSAX.

o« MPYV cHuxeH npu cuHgpome Buckotta-Ongpuya, TAR-cuHapome,
cnneHomeranuu, annactudyeckon, meranobnactHon aHemun, XXOA n
Op. COCTOSIHUAX.

PDW _- Platelet Distribution Width - nokasarternb, oTpa)katoLLni
pasmep TpoMbounToB, pacrnpeaeneHne TpoMooUNTOB Mo pasmepam
- KO3 DUUMEHT Bapmnaummn KpUBou pacnpeneneHmnsa TpomoounToB.
YBenuveHne PDW c ogHoBpeMeHHbIM CHMxXeHnem MPV
CBUAOETENLCTBYET O NpeobnagaHnum MUKpPOTPOMbOOLMTOB cpeau
obwen nonynsauum TpomMoboumToB (YKasbiBaeT Ha YrHETEHME
TpombouunTtonoasa). CoyetaHmne nosbileHHoro PDW ¢ yBennyeHmnem
MPV oTpaxaeT HapacTaHue Ynucna MmakpoTpomooumnTos (ycuneHue
npoayKunum TpPoOMOOLIMTOB)




Aepecayuss mpomboyumos

o CrnoHmaHHas azpezauus mpombouumos B HopmMe
OTCYTCTBYET, €€ Hann4mne BbISIBNSIET NaTONOrNM4Yeckoe
yBENMYeHme arperaumm.

e UHOyuupoeaHHas azpezauus (MHAYKTOPbI
arperaymun. puctoMmmumH, konnared, Ao,
agpeHanuH, TPOMbMH 1 gpyrne) NO3BONSIET BbIABUTL
CHMXXEeHue arperaumm rnpm 6onbLLUMHCTBE BUOOB
TpomMmbouuTonaTuin, NPOBECTU CKPUHUHT ONH
BbisiBNieHna 6ornesHn BunnebpaHpa.




OLIEHKA NJMTASMEHHOI'O NEMOCTASA

Bpemsi cBEPTbIBAHUSA LIENBbHON KPOBU

AKTMBUPOBAHHOE 4acCTU4HOEe (napumanbHoe) TpombonnacTUHOBOE
Bpemsi (AYTB, AlNTB) oTpaxkaeT akTMBHOCTb (0akTOPOB BHYTPEHHETO U
obLwero nyTu

[TpoTpombunHoBoe Bpema ([1B) - BpemMs CBEPTbIBaAHUS MNiia3Mbl Nnocre
nobasrneHna TpombonnacTUH-KanbLUMEBOW CMEeCU - XapakTepusyet
doakTopbl BHELLHEro 1 0bLLero nyTu.

TpombunHoBoe BpeMsi (TB) xapakTepusyeT KOHEYHbIN 3Tan npouecca
CBEpPTbIBaHMA — npeBpaweHne dubpmnHoreHa B UOPUH noa
aencTememM TpombuHa.

YpoBeHb hnbpunHoreHa



Bpems cBe N5HOU KPOBW

MmoOanbHble TeCcThbl remMocTa3sa
BPEMSl CBEPTLIBAHUA LENIBHOW KPOBM (no Nu-Yaiity):

@ B CTeKNAHHON npobupke npu 20-25°C — 6-11 MmuH
Kpoeb
nayueHma A LR
Hecmarndapmu3soeaHo,
6onbwoll pa3bpoc

pe3yibmamos...

\‘\Wl.. PHODWHE




TecTbl BHYTPEHHEIro nyTn aktuBauumuu

MNemMocCcTa3a
AMTB, AINTB - _ \
aKTMBMpOBaHHOE . ™
YyacTuuyHoe Tpombo- ‘x;x.;"‘q*'z,,*
NNacTUHOBOE BpeMms ’ gu
/ CEClz ObpasoBaHmne TpOMOKHA
I
docchonunuab <k
+ dKTUBATOP
Obpa3zosaHve (hmbpuHa
Mnasma :

“+— nauueHTa,

begHan TL




KoarynsiumMoHHbI remocTa3s (ynpoLueHHasa cxema) 944
o5
BHYTpeHHUN NyTb °
Il
BHeLLHWI NyTb \
XaremaH-
TP 3aBUCUMbIN
¢népuHOnNN3
 onl
dJIM VIII\
\
> Hon

O-anmepbl




000
000

OLIEHKA NNMA3MEHHOIO NEMOCTA3A oo
AKTnBUpOBaHHOeE YyacTn4yHoe (napumanbHoe)

TpombonnactuHoBoe Bpemsa (AYTB, AllTB) oTpaxaer
aKTUBHOCTb 0AaKTOPOB BHYTPEHHEIO N OBLLErO NyTH

0 BblpaxaeTcs B cekyHaax.

0 BblpaxkaeTtcss B HOpMmanus3oBaHHOM OTHoweHun (Hopma 0,85 —
1,15)

YaonuHaetca npu cHmwkeHnn aktuHocTtn do. Xll, Xl, IX, VI, V, X,

I (I — npuM 3HAYUTENLHOM CHWXEHUW KOHUEeHTpauun),
npekannukpenHa (1K), BbICOKOMOSEKYNAPHOrO KUHUHOreHa
(BMK)

YOnuHaeTcs npu NosiIBNEHMM BOJNTHAHOYHOrO aHTUKOoarynsHta
(NpX MCNOMb30BAHUN YYBCTBUTENbHbLIX PEAKTUBOB)

Mcnonb3yeTca Ansa KOHTPonsa Tepannn HedpakLuMOHUPOBAHHbBIM
renapyvHoOMm



TecTbl BHeLWHero nyTm remocrasa
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OLIEEHKA NMIA3SMEHHOIO NrEMOCTAS3A

NMpoTpombuHoBoe Bpema (MNB) - Bpema cBEpTbIBAHUA MnNasmbl Moce
nobaBneHna TpombonnacTuUH-KanbUMEBOM CMECU - XapakTepusyeT
drakTopbl BHELLHEro 1 obuwero nytn. BblpaxaeTcs B cekyHaax.

[MpoTpombuHoBbIn nHaekc (MTN), % (75% - 125%).
[TUN=(IB B koHTpone/l'1B nauneHTa)x100%,
obpaTtHo nponopunoHansHo NB.

[MpoTpombuH no Keuky (%) - ananornyHo MNTU, HO pacyéT nponssoaunTcs
B 3aBMCUMOCTU OT KOHUEHTpaUumM dhakTopoB NPOTPOMONHOBOIO
KOMIneKkca.

MHO (INR)- mexxgyHapogHoe HopManu3oBaHHOe OTHoLlleHue, (0,85 —
1,15),
MHO=(IB 6onbHoro/ B B koHTpone) "MWUY, npsimo nponopunoHansHo [MNB.
Onpepnenenne MM (1S1) — 06s3aHHOCTL Npon3BoanTenen TpombéonnacTmHa

[1aéT BO3MOXXHOCTb CpaBHMBATb pe3ynbraTbl UCCneaoBaHMn nabopaTtopui,
NCNONb3YLWMX PasfiNiHblie TECT-CUCTEMBI.

YonuHaetcs npu cHukeHun aktmBHoctn . VI X, V, 1, (I — npwn
3HAYNTENBLHOM CHUXKEHUN KOHLIEHTPaLUN)

MHO wucnonb3yetca Onsg  KOHTpONd  Tepanun  HenpamMmbiMU
aHTUKoarynsHtTamn — Tpebyemasa ruvnokoarynsuusi 3aBucuT OT
cutvaumm (MHO 2 —4).



OLEEHKA NMNA3SMEHHOIO reEMOCTASA

TpombuHoBoe Bpemsa (TB) xapaktepusyeT KOHEeYHbIM 3JTan
npouecca cBepTbiBaHUA — npeBpalleHmne dondpumnHoreHa B pubpuH
nog AencrtenemM TPomMOMHA, Ha Hero BIUSET KOHUEHTpauus
domnbpuHoreHa B nNfasmMe W HanMunue npoAyKTOB Aerpagaumu
domnbpuHa. BelpaxaeTcs B cekyHOax.

YOonuHsieTca npu runo-, a-, unm aucdondpmHoreHeMum
YONUHSAETCA Npu NpUCyTCTBUM renapuHa B nrasme
KoHueHTpauusa conbpuHoreHa (1,8 — 4 r/n).

PUOBPNHOrEH CUHTE3NPYETCS B MEYEHU, KOHLUEHTpauusa ero
MOXXET MOBbILIATLCSA NPU TsKenblX 6akTepnanbHbIX UHPEKUUSIX,
npu TpaBmMme 1 Tpombo3se.

CHMWXeHMe KOHUeHTpauun dubpuHoreHa: npu octpom [OBC-
cuHgpome;  AUCHOUOPUHOrEHEMUN,  CHWXKEHUM  DENnKoBO-
CUHTETUYECKOWN (PYHKLMN MEYEHM.

Komnnekcbl TpoMOUH — aHTUTPpOMOUH (TAT). [NoBbiWwatoTcs npu
aKTuBauMn CUCTEMbI remocTasa nboro reHesa.
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KOHTPOIJ1b TEPAINMUU AHTUKOATYNNAHTAMU U
OE3AMPETAHTAMMU

e Tepanua HedpakUMOHUPOBAHHbLIM renapuHomMm. Tect AYTB.
Tepanusa TpombosoB (AYTB 60 — 80 cek). Npodunaktnka (AYTB 40 —
60 cek).

. Tepanusa HU3KOMOSEKYNAPHbLIMU renapuHamun. TecT onpeaeneHns
aHTU-Xa akTUBHOCTU. TepaneBTnyecknn nHtepsan - 0,5 — 1,0 aHtn-Xa
ean/mn., npopunaktmnyeckum — 0,2 — 0,4,

e Tepanua HenpAMbIMU aHTUKOArynsaHTamm (aHTaroHUCTamw
ButamuHa K). Tect 1B, BblpaxxeHHbin B MHO. LleneBoe 3Ha4yeHue
3aBUCUT OT NPUYMHLI Ha3HadYeHns npenapara u koneodnerca ot 1,5 oo
4,

o« Tepanusa aueTUncanMuUIIoBOM KUCIOTOW. AHanu3 arperaumu
TpombouuntoB. CHWXKEHUE arperaumm TPpomMOoLUUTOB C apaxugoHOBOW
KMCIOTOWN, OTCYTCTBME BTOPOU BOMHbI ¢ AP, HOpManbHas arperaums
C PUCTOMULMHOM.



F’EMOCTAS NJIOAA B POOAX.

v/B npouecce poaoB NpoUCXoAnT akTMBaLna remocTasa.

v MexaHn3m aktuBauum MHOrogpaktopHbi  (CTpecc, TpaBma,
rMnokcus).

v/ AKTBaUuMA, 0AHaKO, HOCUT OrpaHUYeHHbIN U CTPOro peryinpyembim
Xapakrep.

v/B cocyaax mynmoBUHBI IPOCTAUMKIUH ( CHAXKAET arperamuto
TPOMOOIIMTOB, BHI3BIBACT Ba30IMIATALIMIO, YCHJIMBAET AHTUKOATYJISTHTHOE
JEUCTBHE TeNapUHA) CHHTE3UPYETCSA AKTUBHEE, YEM B COCYJIaX B3POCIIbIX.

v/IlynioBrHHas KpOBb B MPUCYTCTBUU SHAOTEIUOLUTOB MyITOBUHBI
T€HEPUPYET MEHBIIIE TPOMOUMHA.

v/ Cocynucras CTeHKa MyNmOBHHBI 00JIaIa€T OTHOCUTEIBHO OOJIBIIINM
AHTUKOATYJISIHUOHHBIM ITOTEHIIUATIOM, YEM COCYAUCTAasA CTEHKA B3POCIIOTrO
YEJI0BEKA.



OcobeHHOCTU cocyanUCTo-
TpoMbounTapHOro 3BeHa remocTtasay
HOBOPOXAEHHbIX

e TMOBbILEHHAA JIOMKOCTb W TMPOHNLAEMOCTb KamnuminsipoB, CHWKEHHas
cokpaTtuTenbHas OyHKUUSA NpekanunmsipoB

° KonnuecTBo TpOM6OHI/ITOB Ha MOMCHT POXIACHUA — TAKOC K€ KaK Y B3POCJIbIX

e He3penoctb U MeHblee (Ha 50%) KonNnMyecTBO O2-adpEeHOPELIENTOPOB Ha
MembpaHe TpoMOoOLUNTOB

e MeHbllee obpasoBaHMe  npocTarnaHaOuMHOB U TpombokcaHa A2
(CTumMynupyeT akTMBauMIO W arperaumio TpOMOOLMTOB, MOBbLILAET YPOBEHb
aKkcnpeccuu rnukonpoTtenHosoro komnnekca GP lIb/llla Ha nx membpaHax)

e Arperanus TpoMOOUIMTOB MyNMOBUHHON KpoBU ¢ AJID, KoiareHoM, TPOMOMHOM U
aIPEHATMHOM OTHOCHUTEIBHO HUXKE, UEM Y B3POCIIBIX U «HOPMAJIIU3YETCS» K KOHITY 2
— 7 CyTOK XKHU3HHU.

e Perpakums cryctka KpoBH Takas ke, Kak B 00Jiee cTapuieM BO3pacTte

e BpeMms kpoBoTEUEHNS Y HOBOPOKICHHBIX TAKOE K€ WIIM KOPOUE, YEM Y B3POCIBIX



o o0
femocTaTnyeckun 6anaHc HOBOPOXAEHHbIX — 3
ropasgo 6oree HeyCTOMUYMBLIN, YEM Y OEeTEU O
cTapLuero Bo3pacrTa.

MpokoarynsAHTbI AHTUKOArynsHTHI
OTHOCUTEeNbLHO «PakTop BunnebpaHaa, «AHTUKOArynsiHTHbIN
BbICOKasli aKTUBHOCTb eVIHINBUTOP akTupartopa | MOTeéHUuan aHporenus,
nnasMnMHoreHa eTKaHEBOM aKTMBaTop
nnasMnHoreHa
«02-MaKpoOrnoodynuH,
epETANbHBIN AHTUKOATYNSIHT.
CpeaHAA aKTUBHOCTb  [PubpuHores, «A1-aHTUTPUNCUH
op. XIlI,
ecp. V, VIII

OTHOCUTENbHO HU3KanA
dKTUBHOCTb

ButamuH-K
dakTopbl,
e(paKkTOpPbl KOHTAKTHOW aKTUBaLMN,

«02-aHTUMNNAa3MUH.

«PYHKUMOHANbHAsA aKTUBHOCTb
TpOMOOLMTOB.

3aBUCnMbIe

e[lpoTenHbI C n S,
«M1Aa3MNHOTEH,
«a@HTUTPOMOUH llI,
ekOpakToOp renapuHa ll.




I POKOArymnsaHTbI Nnjiia3Mbl

(Reverdiau-Moalic P, Delahousse B, Body G et al. Evolution of blood coagulation
activators and inhibitors in the healthy human fetus/ Blood 1996; 88: 900-906)

11 H
Jgonsl (Hexesm recramumn) HoBopo:xze Bspocitnie
Ilapamerp HHBIC = 40)
19-23 (n =20) 24-29 (n =22) 30-38 (n=22) (n = 60) (Il

®ubpuHOoreH (110 0.85 1.12 1.35 1.68 3.0
Knaycy) (/) (0.57-1.50) | (0.65-1.65) | (1.25-1.65) | (0.95-2.45) | (1.78-4.50)
®axrop 11 16.9 19.9 27.9 43.5 98.7
(axTUBHOCTE %) (10-24) (11-30) (15-50) (27-64) (70-125)
daxrop VII 27.4 33.8 45.9 52.5 101.3
(aKTHBHOCTH %) (17-37) (18-48) (31-62) (28-78) (68-130)
daxrop IX 10.1 9.9 12.3 31.8 104.8
(aKTUBHOCTH %) (6-14) (5-15) (5-24) (15-50) (70-142)
daxrop X 20.5 24.9 28.0 39.6 99.2
(akTUBHOCTE %) (14-29) (16-35) (16-36) (21-65) (75-125)
®akrop V 32.1 36.8 48.9 89.9 99.8
(aKTHBHOCTH %0) (21-44) (25-50) (23-70) (50-140) (65-140)
®akrop VIII 34.5 35.5 50.1 94.3 101.8
(akTUBHOCTD %) (18-50) (20-52) (27-78) (38-150) (55-170)
®axrop XI 13.2 12.1 14.8 37.2 100.2
(akxTUBHOCTD %) (8-19) (6-22) (6-26) (13-62) (70-135)



Oco6eHHOCTM KoarynsumMoHHOro e,
reMocra3sa M aHTUKOaryasiHTHOM °ss’
aKTUBHOCTMU Y HOBOPOXAEHHbIX AeTen | °

cHmkeHne gpaktopa Xl go 20-70% oT HOpMbI CTapLnX OeTen
(KN Ha 9-14 mec Xn3Hu)

CHmxeHne ypoBHS npekannukpeunHa (go 20-50%) v
BbICOKOMOIeKynspHoro kmHnHoreHa (BMK) go 40 — 80 % no
CpaBHEHWIO C AeTbMU 1-ro roga »XnsHu

CHumxeHune cnHTtesa K-sutammnHiaBucumelix paktopos I, VII,
|X,X, MakcumanbHO BblpaXeHHOe Ha 3-6 AeHb Nnocrne poXaeHus
HopManunayetca K 1 mecauy

cHmxkeHue o 60(42-80) % yposHa AT |ll B nnasame (N k6
MecsLLaM XXU3HW)

CHWXeHune ypoBHs npotenHoB C oo 33 (21-47)% n S 38
(22-55)% - HaKIMOHHOCTL K TPOMDO3aMm



000
000
WccnepoBaHne nna3smeHHOro reMocTasa see
y Ny1040B U HOBOPOXAEHHbIX oo
(Reverdiau-Moalic P, Delahousse B, Body G et al. Evolution of blood coagulation
activators and inhibitors in the healthy human fetus/ Blood 1996; 88: 900-906)
19-23 24-29 30-38 HoBopox- | B3apocnble
(n = 20) (n =22) (n = 22) A€HHble (n =40)
(n =60)
1B (cex) 32.5 32.2 22.6 16.7 13.5
(19-45) (19-44) (16-30) | (12.0-23.5)| (11.4-14.0)
6.4 6.2 3.0 1.7 1.1
MnB (MH
(MHO) (1.7-11.1)| (2.1-10.6)| (1.5-5.0) | (0.9-2.7) | (0.8-1.2)
168.8 154.0 104.8 44.3 33.0
AHTB (cex) (83-250) | (87-210) | (76-128) (35-52) (25-39)
TpombuHoBOE 34.2 26.2 214 204 14.0
BpeMmsi (Cek) (24-44) (24-28) (17-23) (15-25) (12-16)




Oco6eHHOCTM reMmocTa3a Y He4OHOLIEHHbIX
netrem

o Oonee otyeTnMBasa Aenpeccusi CBePTbIBAHUA KPOBM,
CHWXXEHME YpOoBHA (0aKTopoB NPOTPOMOMHOBOIO KOMMIlekca
(11, VII, 1X, X)

e TUMOKOArynAUMOHHbLIN COBUI ODHaPYXNBAETCHA B NEPBbLIN
OEeHb XXWU3HU (Y OOHOWEHHbIX Ha 3-6 CYTKMN)

o Oornbluaga genpeccusa OU3NONMOrMYECKNX aHTUKOAryrisHTOB:
ypoBeHb AT Il coctaensiet 30-40 %, npotenHa C 10-30%

o Oonee BbipaxeHoe cHWXeHne daktopa Xll,a Takxke
KOMMOHEHTOB (OUOPUHONMUTUYECKON N KaniUKPEUH —
KUHWHOBOW CUCTEM.



[[emopparn4eckmm cCMHOPOM — 3TO MOBLILLEHHAA
KPOBOTOYMBOCTb Ha OOHE pa3nUnYHbLIX Mo
9TMONOrMn 1 naTtoreHesy 3aboneBaHui
NepBUYHbIX UM BTOPUYHbLIX Y HOBOPOXOEHHbIX
aeten, obycrnosneHHasa HapyLweHNSIMN B TEX UK
MHbIX 0bnacTsax remocTtasa (Koarynonatuamu,

TPOMOOLUMNTONEHUAMMN N TPOMOOLIMTONATUAMMU
NN UX COYETAHUEM).



Femopparuyeckue 3aboneBaHusi B HeoOHaTanbLHOM nepuopae

AN

/

Koarynonatuu ABC HapyweHuns
TpoMbounTapHoOro
/ \ 3BEHA
BpoxaeHHble NMpuobpeTeHHbIE BpoxaeHHbIE Mpuob6peTeHHbIe
N3onupoBaHHbIe e[emopparuyeckasn POXA - ASOMMMVHHaS
echnLUThI 6one3Hb - cnHppom Kazabaxa- y
A MeppuTtTa TpoMOGoUNTONEHUNA
OTAEeNbHbIX PaKTOPOB || HOBOPOXAEHHbIX "
Tsxenble hopMbl eBUTaMMUH-K- - CuHApom Buckotra- |- VISOUMMYyHHas
< Onpgpuua TpoMOGoUNTONEHUNA

remochunumn Amn B 3aBUCUMbIN M - TpaHCUMMYHHas
*[OMO3UrOTHBLIN reMopparm4eckum c- - aHomanus lies- 6

.D,E(*WILIVIT cbaKTopa X M XernuHa jT-IPOM ouunToneHus

- - -lNlekapcTBeHHbIE Tp-

*Taxenbin aechpnunt |[*HapyweHue Bp. a nel-ma P
c¢dakTopa Vi OenkoBoCUHTETUYEC r_?zgmeraxapuoumos

*AchnbpuHoreHemus KON (pyHKLUN Npun ( 'GCMH'D'pOM)

n nopaxeHUu neyeHu 'FpOM acTeHus

runocmnépuHoreHem naHuMaHa

us -TpomMmbouutToaucTpocun

A bepHapa-Cynbe




OwnarHocTtuka 3aboneBaHun, CONPOBOXAAIOLLNXCA
remopparmn4yecCKum CUHOPOMOM:

AHaMHecTn4Yeckmne aaHHble 0 HacneacTBEHHOU
NpeapacnonoOXeHHOCTU, Te4EHUN BEPEMEHHOCTU, NEYEHUN
MaTepu BO BpemMsa 6epeMeHHOCTU, NEePEHECEHHbIX AETbMU
KPUTUYECKNX 3aboneBaHnAX B NepuHaTarnbHOM nepuoae u
MeToaax UX rneYvyeHus.

KnuHnyeckyto KapTuUHY pasnuyHbix 3aboneeaHnin, Tuna
KPOBOTO4YMBOCTMN.

NabopaTopHble KpUTEPUKN, XapaKkTepusyoLlMe HapyLLEHUS
COCYANCTO-TPOMOOLIMTApPHOro UNK KoarynsilMoHHOIo remocTasa

[ononHuTternbHble TabopaTopHO-UHCTPYMEHTalNbHbIE METOAbI
nccregoBaHua ang AMarHoCTUKU KPOBOUIMNUAHMIA B pasfnyHble
opraHbl, BPOXXOEHHbIX MOPOKOB pa3BUTUSA U BOCNANUTENbHbIX
3aboneBaHuN.



KnnHunyeckune nposBneHus
remopparmvyeckmx saboneBaHun y
HOBOPOXAEHHbIX

o KoXXHble remopparnu n KpOBOTOUYMBOCTb CO CITU3UCTbIX

° BHyTquepengle KPOBOU3JINAHNA, TeMaTOMbl MAIKMUX TKaHeun
roJioBHl, KeraJ'IOFeMaTOMbI

o KpOBOTe‘-IeHVIFI N3 NMYNMNOBUHHOIO OCTATKa

o KpoBOTeYeHUs U reMaTOMbl MATKUX TKAHEW MOCHe MHBLEKUUN U
3abopa aHann3oB KpoOBMU

e Pexe KpoBOTEHEHNA U KPOBOUIJTUAHNA OPYIUX nokanusauuu



Tnbl KPOBOTOUYMBOCTU

femMaTOMHbIN
OTCpoYEHHbIE FrEeMaTOMb

MATKUX TKaHen 0e3 neTexun.

BUYK, kedbanorematomsl,
KPpOBOTEYEHUA U3 MECT
BEHEMYHKLUMN U NYyNOYHON
paHKK, NOOKOXHbIE U
BHYTPUMbILLEYHbIE
remMaTombl

CMeLllaHHbIN

BUYK, kedphanorematomsil,
KPOBOU3NUSIHUSA Nof,
arnoHeBpPO3, KPOBOUIMUSHUS
BO BHYTPEHHWNE OpraHbl,
MeneHa, remaTomMmesuc,
KPOBOTEYEHUS NTIEMOYHbIE,
HOCOBbIE, M3 MYNnO4YHOW
paHKN, NETEXNN, IKXMMO3bI.

S

TpomMmbouUuTapHbI
KpoBOTOUMBOCTL
CITU3UCTbIX, AKXMMO3b,
neTexmm Ha Koxe cpasy
nocne TpaBMbl Un
CMOHTaHHO

remocpunum A (VIII), B(1X),
aecpununt Xl

MpBH (11, VII, 1X, X) n
BUTamMmnH-K-3aBnucumbin
remopparm4ecknmn c-m

nedpuuunt VIl dpaktopa (8o 5% VII') (6onee 5% VII)

rmno-a-guccpmnbpmnHoreHemums (1)

HapyLwieHus

TPOMOOLIMTAPHOro 3BeHa

- NI3OUMMYHHad

- TPAHCUMMYHHas

- anfnouMMyHHas

- cuHagpom Kazabaxa-
MeppuTtTta

- cuHgpom BuckotTta-Ongpuya
- aHomanua Mes-XernmHa

- Bp. a-rmnomMerakapmoumnTos

- TpoMbacTeHust MaHumaHa. ..

6-Hb BunnebpaHga (go 5% o. B),

6-Hb BunnebpaHga (6onee 5% . B.)




HacnencTBeHHblE

KoarynonaTtuu

Oeduuut VIl nnasmeHHoOro pakropa Kposu
[emodounun A, B

bonesHb BunnebpaHoa*
[Mno-a-gncpunbpmHoreHemma™

Oedununt Xl nnasmeHHOro gpaktopa Kposu
Oedpuumnt X nnasmeHHOro goaktopa Kposu

* - conpoBOXOaKTCA HapyLleHnem yHKUMN TPOMOOLUMTOB
[TpnobpeTeHHbIe

[[emopparnyeckada bonesHb HoBopoxaeHHoro (IpbH): paHHsas (oo 24
4YacoB XW3HWN), Krnaccuyeckasa (mexay 1-7 OHAMM XKU3HW), NO3OHAS (COo
2-01 Heenw)

CumMmnTomaTtmnyeckasa ButaMmmnH K—3aBucmnmas koarynonatus rnpu
pa3nuyHbix 3abonesaHnax XXKT y HOBOpOXOEHHbIX AeTen (B TOM 4ucre
npu Ancbunose KMwevyHnKa, NosTHOM napeHTeparibHOM NUTaHuW,
CUHOPOME Xosiectasa C HapyLLUeHMeM BCacCblBaHNA XXNPOPaCTBOPUMbIX
BUTAaMMHOB)

NedununT chakTopos CBEPTLIBAHUA NPU 3a60MeBaHNSAX NEYEHN,
COMpPOBOXAAOLLUUXCA HapyLLeHNEM eé BerKoBO-CUHTETUYECKOMN

doyHKL MK



Kog no MKB - 10

P51. KpoBoTeueHne 13 nynoBuHbI Yy
HoBopoXxaeHHoro — dedouunt Xl nnasmeHHoro
doakTopa KpoBu

P53. 'emopparmnyeckast 6one3Hb HOBOPOXOEHHbIX
P54. [Ipyrne HeoHaTanbHbLIE KPOBOTEYEHUS

D66. 'emodpunua A

D67. [lemodounua B

D68.0. bone3Hb Bunnebpanga

D638 [lpyrne HapyLleHns cBePTbLIBAEMOCTH




ButamMuH K-3aBucumsble haktopbl cBeptbiBaHus- ILVILIX, X

aHTUKOArynsiHTbl - NPOTeUHbI C n S

Femopparnyeckas 6ones3Hb
HOBOPOXAEHHbIX

ButamuH-K-zaBucumbiun
remopparmn4eckuu c-m

nepBu4HbIn gecmuut ButammHa K

-HeoCTaTo4yHoOe
TPpaHCNNaueHTapHoe nocTtynrieHue,

- HeAoCTaTo4YHaA BbipaboTKa
ButammHa K mukpodnopom
KULLEeYHUKe

HapywieHue BblpaGOTKM M BcacbiBaHuAa BUT K

- npu ancouose KULUEYHMKa, npwm
aHTMGakTepunanbHoOMn Tepanum, NOSIHOM
napeHTepanbLHOM NMUTAHUMW,

-npun gmnapee ¢ manbabcopobuuen xupos bonee 1
HeAenu, cMHApoMe Xxonectasa, Npu renaTture,
Lenuakmm, MykoBucLumaose u np.

HapyLweHue NpoLeccoB MNOCTTPAHCALMOHHOIO raMmMa-KapooKkcunupoBaHus
ocTtaTKkoB rinytamuHoBou kucnotbl ILVILIX, X c¢akTopoB cBepTbiBaHUA U
aHTUKoarynaHToB npoteMHoBC n S —

KPOBOTOYNBOCTb U CBSI3aHHblIe C HapyLeHueM cuHTe3a nporemHoB C n S
TpoMboTU4YecKme paccTtpomcTBa Ha (poHe remopparm4eckoro cMHapoma.

I'Ipo;anmoTc;l remopparmn4eCkmm CMHApPpOMOM NOo CMelWWaHHOMY TUNY

AunarHocTuka: KnMHU4Yeckne NnpusHaku, rnabopaTtopHbie NPU3HaKU
Aeduvuymnta ButamnH-K saBncumbix 6enkos (yanuHeHmne AYTB, MNB)




[emopparnyeckana 6one3Hb
HOBOPOXAEHHbIX

Bo3spact Yactora (6e3
XapakTtepHasa nokanusauus
Popma Havyana MpnynHbI npodunakTu
remMop. CMHApoma
NnposB. Kn BUT. K).
Mpuem maTepblo nNekapcTs
P E P Okono 5%
0_o24 |Kedanoremaroma, BHyTpu- | (BapcdapuHa®, npn 6epem
yepenHoe KPOBOU3NUSAHUE, | aHTUKOHBYIbCAHTOB, '
PaHHsa4a Yyaca NOBbILLEH.
KPOBOU3NUAHME B TPYAHYIO | NPOTMBOTYOEPKYNE3HbIX
KNEeTKy, B GPIOLLHYIO0 MOMOCTb. npenaparos). pucka.
MavonaTtnyeckas.
KOXXHbIN reMoCUHOpPOM,
1-14 AP 0,01 -1% 8
HY HOCOBbIE, ernyao4YHO-KNLLEYHble Navonatnyeckas. Da3HbIX
Knaccuu. KPOBOTEYEHUS, nocneonepa-
SKUSHU. p P Mpuem maTepbio NpenapaToB nonyASLMSIX
LUMOHHbIE U MOCTUHBEKLMOHHbIE | BO BpemMsi GepeMeHHOCTW.
KPOBOTEYEHUS.
. MaovonaTtnyeckas.
KoXHbIl reMOCUHOPOM, B _ 5_20 Ha
HOCOBbI€, XeSyA04YHO-KULLEYHbIE TOPUHHbIE. PW AapesiXx, 100000
MoaaHss 2 Heg — 6 | KpoBOTEYEHMS, nocreornepa- ciHapomax HapyLIeHHOTo HOBODOXEHH
Mec. LMOHHbIE U MOCTUHBbEKUMOHHbIe | \IEHHOTO BCaCkiBaHIA, P
aeduumte al-aHTUTPUNCKHA, bIX.

KpOBOTEYEHUA.

aTpesnu XXen4yeBblBOAALLNX
nyTen, renatuTe v ap.
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Npodmnaktuka NpbH n gecdhuumuta BuUT K

[TlpodmnnakTnyeckoe BBegeHne sutammHa K
nocrie poxaneHnAa ogHOKpPAaTHO

PaHHee 1 yacToe npuknaabiBaHue pebeHKa K rpyam maTepu

B/m 1 mr/kr = 0,1 mn/kr 1 % p-pa Bukacona (MeHaguoHa HaTpusa 6ucynbdunT)
NN BHYTPb B TedeHue 1-2 gHeun no 1mr 3 pasa B A€EHb.

[eTtam oT maTepei, NPUHUMAaBLLUX BO BPeMsi GepPEMEHHOCTM aHTUKOAarynsHTbl HENPSIMOro
NEeNCTBUS, NPOTUBOTYOEPKYE3HbIE UK NPOTUBOCYAOPOXHbIE NpenapaThbl, a Takke
aHTUOMOTUKM LUMPOKOTO CreKkTpa AeNCTBUs

OT MaTepen ¢ 3aboneBaHNAMM NEYEHN, KNLLEYHMKA C HApPYLLEHNEM CUHTE3a U/1nu
BCacblBaHUs BuTaMmHa K

OT Matepen, bepeMeHHOCTb KOTOpPbIX NpoTeKasia C recTo3oMm
AEeTAM C XPOHUYECKOWN rMnoKcmen, acqomkcuen unnm pogoBomn TpaBMown
HeJOHOLUEHHbIM 1 MOPJO-PYHKLNOHANBHO HE3penbIM AeTAM

Adetam, yrpoxaembiMm no gecdumunty ButamumHa K s8/M nnm B/B Bukacon B gose 1-2
Mmr 1 pas B 5 gHen.
C HapyLleHnemM CMHTE3a BUT. K MVIKpO(*)J'IOpOVI KULLevYHnKa
HeJOHOLEHHbIM OETSAM,
AeTaMm, nonyyarLlwmm aHTMbakTepuanbHyo Tepanuio,
HaxogALnMCA Ha napeHtTepajibHOM NMnTaHnm
C HapyLeHnem BCacCbliBaHUA XNUPOPaCTBOPUMbIX BUTAMUHOB
C CMHOPOMOM XoJieCTta3a
C cMHapomMomM Mmanbabcopbumn



JleyeHne remopparmnvyeckon 6one3Hu
HOBOPOXAEHHbIX

» BseneHue npenapatoB ButamuHa K B gose 1 mr/kr (0.1mn/kr) 1-3
pasa B CyTKM

o MecTHasa Tepanus npu XxenygoyHo-KMweYHOM KpoBoTedeHun 5 % p-
P £- aMMHOKaNPOHOBOW KMUCNOTbI NO 1 YanHOW Noxke 3 pasa B AEHb

e [lpun KpoBOTEYEHUM N3 NYNOYHOWN KYINbTU — rNepeBda3Kka Nyno4YHoro
ocTaTka, remocTatmndeckad ryoka

o [emocTtas ceexesamopoxeHHou nnasmon (10 — 25 mn\kr)

o [lpumeHeHune npenapaTtoB HEaKTUBNPOBAHHbIX doakTopoB
NPOTPOMOMHOBOro KOMMeKca

o Wcnonb3oBaHue akTuBMpoBaHHbIX npenapartoB (FEIBA - cogepxut
dakTtopbl X, X, Vlla) moxer ObiTb 6onee 3d@PEKTUBHBLIM, HO
onacHbIM U3-3a pucka Tpombo3a

e [lpotpomnnekc 600 (I, VII, IX, X, npotenH C)



OcHOBbLI NpoBeAeHNA reMmocTaTM4eCcKoun tepanum
npenapatamMmm KpoBu

e HaumHaTb Kak MOXHO paHblle nocre TpaBMbl WM Hadana
KpOBOTEYEHUS

e Vlcnonb3oBaTb 4OCTATOYHYKO reMOCTaTUYECKY0 403Y
o« lVcnonb3oBaTb crneuuduyeckme npenapartbl WUNM  npenaparbl

«LWYHTUPYIOLLETO» oencrTeugd (ecnu ncnonb3oBaHme
cneunguyecknx HEBO3MOXHO NN HE3I(JEKTUBHO)

o [lpu ocTpou KpoBonoTtepe KOMMNEHCHpOoBaTh 00BEM
KpoBe3ameHutenamu!

o [lpn MaccuBHOM KpPOBOMOTEPE MNPUMEHSITb CBEXE3aMOPOKEHHYHO
nnasmy He3aBMCUMMO OT OCHOBHOMO AMarHosa, T.K. pa3BMBaeTCS
KoarynonaTtusi passeieHusl.

e KnuHnueckun wn nabopaTopHbin KOHTponb (AYTB, [1B, TB,
dnbpunHoreH, BK)!



OBC-cuHapom

Kog no MKB — 10: P60. OuccemmnnrmposarHoe
BHYTPUCOCYANCTOE CBEPThIBaHWE KPOBY Yy nNrnoaa u
HOBOPOXEHHOro

CocTosAHuA, npuBoaALLME K pa3BUTUIO

o WHdekuynu, cencuc, HoK, UTLL

o Taxenaqa acdukcua B pogax

o AcnupauunoHHbi c-M, POCH, nero4yHoe kpoBoTeveHne
o [lepeoxnaxnoeHue

e TpoMBO3bI KPYMHLIX cCOCyaoB, dyrNbMUHAHTHas nypnypa
o HoBoobOpa3oBaHUA U NTENUKO3bI

e HekKkpo3sbl 1 KpoBoManuaHusa B Tom yncne M

o OnepaTtuBHbIE BMELLATENLCTBA

o [UMnoBonemMmnyecknn, remopparm4eckmn LLoK

o MaccuBHble remoTpaHcdy3um, O3IIK, remonuna

o KpynHble cocyaucTble onyxonu



NaToreHeTn4Yeckme mMexaHu3mMmbl

OBC-cuHapom

[loBpexaeHne aHOoTEeNnA N KOHTAKT KPOBU C
TKaHeBbIM pakTopom TO

MaccuBHOe noBpexgeHue TkaHen, B TOM Yncne
TKaHen Mo3ra — MOLLHOIo UcToydHmnka Td

LLlok

[ToBpexaeHne sapmuTpoumnToB 1 TPOMBOLINTOB C
ocBoboXXaeHMeM KNcrbix OJ1 BHYyTpEHHEN
NOBEPXHOCTU MEMOpPAaHbI

MaccusHoe noctynneHue JIINC baktepun,
aKTUBUPYIOLLNX Makpodharn n obnagaroLmx
NpoKoarynaHTHON aKTUBHOCTbIO

Upe3amepHaqa aktuBauua n gerpaHynaumua makpodharos
Npn TAXKeNomn NMHMPEKLUNN C BbICBODOOXOEHNEM
TKAHEBOro oakTopa



Ha4vano BocnanuTernbHOro oTBeTa

Toxic stimulus

Tumor necrosis factor
Interleukin-1, 6, 8, 10
Oxygen radicals
Platelet-activating factor
Proteases
Prostaglandins
Leukotrienes

Bradykinin

From Wheeler & Bernard, NEJM 1999



N3meHeHus Koaryndauumm npu
BOCNasJfieHUu

nnc, TNF-a, IL -1, 6, 8

T YPOBHS LIMPKYNUPYIOLLIUMX MapKepoB

Tpom6uHa 1 reHepauun oubpuHa | PAI-1 n nopaeneHve
¢nbpunHonusa

0 nporpombuHoBoro cpparmenta F1 + F2
0 TAT

0 donbpuHonentnga A



Peanusauus geicteus JINC m sece

LMTOKUHOB 4Yepe3 TO

q
9HIO0TOKCUH

MOHOHYKJ1€apbl

[loBblLLEeHME
akcrnpeccun TO Ha
MOHOLUMUTax rnpu

BOCManeHuu,
cerncuce, onyxeaax
(hn-1, ®HO, C

LUTOKUHDbI

OHOOTOKCUHOBAA akTMBaLus Koarynaumm
MOXET ObITb npenorBpaweHa sBeaeHnem

AT KTO
Levi M, ten Cate H, Bauer KA, et al., 1994

125-KpaTHOE NoBbILWEHNE
MPHK T® B moHoUMTax
npu BBeaeHum J1INC

R. F. Franco et al , 2003

TkaHeBOM
¢dakTop

AKTMBaLMSA Koarynsauum
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% £ =~ . ‘n «‘
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JINC, npoBocnanuTenbHble LUUTOKUHDI

o . AKTnBauus
HNXXeHue YBenun4yeHue aHpgoTenus
onocpenoBaHHas aKTUBHOCTM UHrMonTopos Td. DB
adaKTuBauumm aAHTUKOAryJnsiHToB d)VIﬁpVIHOJWBa Mo;19|<y;1
Koarynsumm PAI-1, TAFI agresum
| \ v Y

[MpoKkoarynaHTHbIN gncbanaHc npu nHdekumnmn



KnuHnyeckasa kaptnHa [BC

CucrtemMmHasa aktuBauums Koarynauumm

BHyTpucocyaucroe
oTnoxeHue ondpuHa

MNMoTtpeGneHue
TpoMbouunToB 1 hakTopoB
cBepTbiBaHUA

/

OpraHHas
HeA4OCTaTO4YHOCTb

KpoBoTeueHus




NTabopaTopHan guarHoctuka BC-cuHapoma

« Yucrno TpombounTOB e 0-2
<100 1
<50 2
D-aoumep o 0-3

>0,4/<4,0 2

>4 0 3
YaonunHeHue B e 0-2

>3/<6 C 1

>6 C 2
CHwxeHne d-reHa<1r/n o 0-1

>/= 5 - [1BC

Guidelines for the diagnosis and management of disseminated
intravascular coagulation
M Levi, C. H. Toh, J Thachil, H. G. Watson, 2009



00
0000
PekomeHaoBaHHaga Tepanua OBC eece
o0
[Tna3ma [Ipu kpoBOTEUCHUH, He nnsa npodunaktuku °
yanvHenuu 11B u AYTB B
nmo3e 15-30 mir/kr

Konnentpar ¢pakropos
IPOTPOMOMHOBOTO
KOMILJIEKCA

IIpu KpoBOTEUECHUU U
HEBO3MOXXHOCTH
UCIIOIb30BaTh IJ1a3My

He pexomennoBano ais
IPOPUIAKTUKH

KoHuenTpar ¢pubpruHorena uiu

®-ren<lr/m, HECMOTpa Ha

KPHUOIIPELUITATAT TpaHC(Py3UIO M1a3Mbl
TpomMOOKOHIIEHTpAT [Ipu TpomMOOLIUTONIEHNH U IIpu orcyrcTBUM
KPOBOTEUECHHUH/YTPO3€ kpoBoreuenus Tp<10-20
kpoBoreueHus Tp <50
I'enmapun Tpom003, uiiemus opraHoB — | IIpodunakruka BEeHO3HOTO

TeparneBTUYECKas 103a
10 ME/kr/4. Kontposns AUTB
1,5-2,5N

TpoM0O03a — HOI" unu
HMTI'

Konnentpar nporenna C

Bo3moxHO 1pu cencuce u
JBC

24 mr/kr/4 4 nad

Guidelines for the diagnosis and management of disseminated
intravascular coagulation

M Levi, C. H. Toh, J Thachil, H. G. Watson, 2009




PekomeHaOoOBaHHaA Tepanus npu eoes
o0
cerncuce c Koarynonatumeu ooo
Iliazma IIpu kpoBOTEUYUECHHUU He nas npodmnamnk.n
Konuentpar ¢pakropos u IIpu kpoBOTEYECHUHU U He pexoMenaoBaHo 115

KpPHUOIIPeuUunurar cneuupuyeckomM NpPOPUIAKTUKHU
nepunuTe
TpomOoKkoHLIEHTPAT IIpu TpomOOIUTONIEHUN U IIpu orcyrcrBum

KPOBOTEYEHUHU/yrpo3e
kpoBoTedyeHus Tp <50

kpoBoreyenus Tp<10-20

Buramun K

B cayuae nepuuura

I'emapun DyjIbMUHAHTHAA ypnypa, IIpopuiakTuka BEeHO3HOI0
UILIeMUA OPTraHOB TPpOM003a, IMO0IMH
AnTuTpoMOuH 111 B ciyyae nepuuura He pexomennoBaH 1
NpopUIAKTUKH
PexoMOMHAHTHBIN CHHAT ¢ NIpou3BOACTBA

AKTUBUPOBaHHBbIN npoTreuH C

Konuenrpar nporenna C

Jeru ¢ moxkom u IIOH (2 u
0oJiee OPraHoB)

PICCHE (Pediatric Intensive
Care C protein

concentrate HEmostasis)

UccaenoBanue npoBoauTCs

The coagulopathy in sepsis: significance and implications for treatment. P.
Saracco, P. Vitale, C. Scolfaro, B. Pollio, M. Pagliarino, F. Timeus, 2011




neyeHue ABC-cuHgpoma

TpaHcdyana nnasmol

obecnevmBaeT KOPPEKLUMIO HApYLLEHMIA FeMocTasa, B NepBYy0 o4epedb BO3MELLEHNE
KOMMOHEHTOB, NOAAEPKMBAKOLLMX aHTUTPOMOOTUYECKMI NOTEHLMAN KPOBU
(aHTUTPOMOUH-III, NnpoTenH C, NnasmMMHOrEH 1 ero akTmBaTopbl, PUOPOHEKTUH 1 ip.) U
HOPManuaylLmnx NpPoLecc CBePTbIBAHUSA KPOBW.

JTleueHne C3I1 B gose 10-20 mn/kr B/B Kan. cnegyeT HayMHaTb Ha cTaaun
rmnepkoarynsaumMm n npogormkaTte 40 NukBngauum Bcex nposisrieHnn BC-cnHgpoma.
C3I1 cnocobcTByeT He TONbKO KynuposaHuio ABC-cnHgpoma, HO 1 4eCTPYKTUBHbBIX
npoueccoB B opraHax, MHTOKCUKauunn, cyecTtBeHHO obnervyaer yrnpasriidaemyto
remogunoumio n apdektneHoe sosmelleHne OLLK.
C uenblo akTuBaumm BBOAMMOIO C Nnasmon aHTUTpomMbuHa-Il n
npeaynpexageHns ee CBepPTbIBAHUS LIMPKYNPYOLWNM TPOMOUHOM BO BpeEMS
Kakaown TpaHcdy3um nnas3mbl BBOAUTCA CTaHOAPTHbLIWM renapuH - paBHOMEPHO B
TedeHne cytok 100-300 ea/kr/cyT nnm MMKpPOCTPYMHO Kaxable 4-6 4YacoB B J0O3€
10-25-50-150 en/kr/cyT nog KoHTponem koarynorpammbl (AY4TB).

Bukacon

[Mpn neveHnn OABC-cnHgpoma Ha nepBoM MecTe CTOUT nepenmBaHne 6onbLInX
konunyecTs C3[l'1 1 orpaHnyeHne nepennBaHMn 3pUTPOLIMTOB U TOMBKO - Nocre
Bonblunx 06bEMOB NepennBaemoun nnasmol.
Mo nokasaHuam nposoanTca BocctaHoBneHne OLIK, TpaHcdysnmn aputpoumtTapHom
Maccbl UM TPOMOOKOHLIEHTpaTa, cMMNTOMaTnyeckas (Koppekumsa aungosa,

OKcUreHoTepanusl) 1 NOCUHAPOMHas Tepanus Ans BOCCTAHOBNEHNS HAPYLLEHHbIX
(pYHKLMIA OPraHoOB U CUCTEM.

ATII )

[MpoTtenH C .




0-255

[lokazaTenb Pesynbrar PedrepeHcHble
3Ha4YeHus

[TpOoTPOMOUH(NO |78.5 70-130

KBUKY), %

MHO 1.18 0.8-1.2

A4YTB,cek 70.8 24-35

dunbpuHoreH, r\n 1.9 2-4

TpombunHoBOE 107.0 11-17.8

BpEMS,CEK

O-gpnmep,Hr\mn - | 538.7 0-255




70-140

[lokasartenb Pesynbrar PedrepeHcHble
3Ha4YeHU

[MpoTpomOuH(no |Het koarynaummn |70-130

KBUKY), %

AYTB,cek HeT koarynauun |24-35

dnbpuHoreH, r\n | 4.1 1.8-3.5

TpombuHoBOE 13.5 14-21

BpEMS,CEK

AHTUTPOMOUH Ill, [100.3 75-140

%

[MpoTeunH C,% 10.7 70-140




MTOroBbIn KOHTPOSb

e 1. HasBaTtb 2 ButamumH K-zaBmcnmbIX
aHTUKoarynaHra

e 2. Ha3BaTb UX «TOYKU MPUNOKEHUA»
e 3. [1lnasmeHHble aKTopbl BHYTPEHHEro NyTun

o 4. BCK aBnsaeTca CKpUHUHIOBbIM METOAOM OLIEHKMU
cocyamncTo-TpombounTapHoro remocrasa. fa/HeT

o 5. [1nsa koarynorpammbel HeobxoAnMo HabpaTb KPOBb
B NPOOUPKY C renapmHOM U JOCTaBUTH B
nabopartoputo B TedeHne 2 Yyacos. a/HeT



MTOroBbIn KOHTPOSb

o 6.[lo 00OWeMY aHanM3y KpoBU MOXHO ONPeaenmnTb
pa3mepbl TpomboumToB. a/HeT

e 7.YpPOBEHb aHTUKOAryrnsHTOB Y HOBOPOXOEHHbIX
6n30K K YpOBHIO B3pocnbiX. da/HeT

o 8. llpn MHPEeKLMOHHOM nNpoLuecce npeobnagaer
aHTUKOoAaryrnsaHTHbIA KOMMOHEHT remocTasa. Ja/HeT

e 9. YMEHbLUAETCS NN YBENNYNBAETCS
NPOTPOMOMHOBOE BPEMS N BO CKOJTbKO pas, ecrnu
MHO=0,3

o 10. ymMeHbLLUaeTCs UM yBennymBaeTcs

NPOTPOMBUNHOBOE BPEMSI U BO CKOJbKO pa3s, ecrnu
[MTN=25%



