NHCTUTYT HEOTNOXHOW U BOCCTaHOBUTE/IbHOW XUPYPTnm
um.B.K.l'ycaKa

OTaeneHne oHKoremaTo/IorMmn Ana aeten

HacnheacrseHHbIU aepuumnt
daKTopa Vil: peakoe KaiMHu4yeckoe
HabnoaeHue

Bpay- geTckmum rematonor
tOnpawesa C.A.

r.JoHeukK - 2020



HacnepcrBeHHaa runonpoKoOHBEPTUHEMUA — 3TO
remopparn4yeckm amaTtes, obycnoB/IeHHbIN
HacneacTBeHHbIM aeduuntom pakropa VIl.

HacnepoBaHue: ayTOCOMHO MO NMPOMEKYTOYHOMY
(HenonHOMY peueccMBHOMY) TUNY, BCTPeYaeTcs C
npumepHou yactoton 1:500 000 HaceneHmA.

CteneHu Ta)XXecTu:

msaxcenaa dopma 6onesHu (c yposHem paKTopa
VIl Huke 2-4%) HabntopgaeTca, B OCHOBHOM, Y
rOMO3UrOTOB,

71e2Kan - y reTepo3nroTos ¢ yposHem dpakTopa VI
B nna3me bonee 4-10%.



[TaToreHe3 u pacno3HasaHue gedpmumTa

e dakrtop VIl - eAUHCTBEHHbIN N3 BCEX N1Ia3MEHHbIX
daKTOpOB CBEPTbIBAHUA, KOTOPbIMN Y4aCTBYET TONIbKO BO
BHELUHEM MEXaHU3Me aKTMBaLMKM NPOTPOMOMHOBOIO
KOMMNAeKca, Nnpu ero agepuumTe HapyLlaeTca npouecc
CBEPTbIBAHMA TOZIbKO B NPOTPOMOMHOBOM
(tTpombonnacTMHoBOM) TECTe, 3 BCE OCTA/IbHbIE
napameTpbl KOArynorpammbl OCTAOTCA HOPMaAJAbHbIMMU.
3TOT PpaKTOp He noTpebaaeTca B npouecce
CBEPTbIBAaHWUA, CTAaDUNBbHO COXPaHAETCA B CbIBOPOTKE
(«cTabunbHbIN PaKkTOpP»). M3 Naa3mbl U CbIBOPOTKMU
NOZIHOCTbIO yaansaeTca cynbpatom bapusa. Yuert sTux
ocobeHHocTeun pakTopa VIl ucnonbsyerca npu
ANArHOCTUKe ero aedunuumTa.




KAanHukKa

* Taxxenaa ¢opma 60s1e3HU ¢ ypoBHEM PpakTopa VIl B
nnasme Huxe 2-4% xapakrtepunsyeTca CMellaHHbIM
MUKPOUMNPKYNATOPHO-reMaTOMHbIM TUNOM
KPOBOTOYMBOCTU, Y HOBOPOXKAEHHbIX OTMeEeYyatoTCA
KedasioremaTtombl, CUHAKU, MYNOYHbIE N Kenyao4HO-
KULWeYyHble KpoBOTeYeHUA, KPOBOU3NNAHMNE B MO3T U
ero 060/104KMN.

* XapaKTepHbl HOCOBbIE KPOBOTEYEHMUS,
KPOBOMOATEKU U CUHAKM B MecTax yLmnbos,
ANNTeNbHble remopparMu npu yaaneHum sybos u
nopesax, nocseonepauoHHble KPOBOTEYEHUA.

* VY }eHLWMNH BO3MOXHbI TAXE/ble KpoBONoTepu B
poaax. B nepnoa nosoBOro cospeBaHms BO3MOXKHb
0OUNIbHble MAaTOYHble KPOBOTEYEHMUS.



* [lpu cpepgHen Taxkectn aedunumnta (5%) xapakrepHol
CMHAYKOBOCTb, KPOBOTEYEHUSA U3 CAN3NCTbIX 000N0YEK,
meHopparnmn. CoxpaHAeTca yrpo3a BO3HMKHOBEHUA
KPOBOW3/IUAHUSA B MO3T.

* [Mpun nerknx popmax 6one3Hu c yposHem daKktopa Vil B
npeaenax 5-10% npeobnanatot neTexmasibHO-CUHAYKOBbIN
TUN KPOBOTOYMBOCTU, HOCOBbIE KPOBOTEYEHMA U
MmeHopparun. MHoraa HenoONHOUEHHOCTb remocTasa
NPOABNAETCA NULb KPOBOTEYEHUAMMU NPU NOpe3ax U
XUPYPruyeckmnx emellatesibCTeax.

* [lpu nateHTHbIX popmax 6onesHu (y retepo3unroT)
ypoBeHb pakTopa VIl npesbiwaeT 10-15% un
Koary/siLMOHHbIE TeCTbl, BK/OYaA NPOTPOMbOUMHOBOE
Bpems, OCTatoTCs HoOpMaabHbiMU. lMarHOCTUKA
6a3unpyeTca AMWb NP KONNYECTBEHHOM OnpeaeeHnmn
dakTop VII.



[emapTpo3
NpPaBoro roJIeHOoCTonHOro cycraBsa




[emopparMyeckmm cMHApPOM




Kedpanorematoma y HOBOPOXKAEHHOIO




HocoBoe KpoBoTeyeHue




O6LwmnpHana NOAKOXKHaA remaToma B
KybutanbHou obnactu
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JAINarHOCTUKa

BblABN1€HMNEe U30/INPOBAHHOIO YA/IMHEHUA CBePTbIBAHMA NAAa3Mbl
B NPOTPOMOMHOBOM TECTE NPU HOPMAJIbHbIX NOKa3aTeNaAX
obuwero BpemeHu cBepTbiBaHUA Kposu, AlMNTB, KoarynaumMoHHOro
TecTa C A40M rtop3bl, TPOMOUHOBOrO TECTa U COAEPKAHUA
dnbpunHoreHa B naasme;

HOpManmn3auma NnPoTPoMmbObMHOBOro BpemeHu npu AobasieHnn K
nccneayemom nnasme ctapon (CyToYHOro CpokKa XpaHeHus)
CbIBOPOTKM U MOJIHOTO OTCYTCTBUSA TaKOM KOPPEKL MU NPU
AobasneHnM HopmanbHOM Naasmbl, agcopbruposaHHom BaSO,;

KpaTKoBpemMeHHana (He bonee, 4em Ha 3 4Y) HOpMaNM3aums
NPOTPOMOUMHOBOIro BpEMEHM NOC/e BHYTPMBEHHOTO BBEAEHUA
601bHOMY KOHUEHTPATOB PaKTOPOB NPOTPOMOMHOBOTIO
komnnekca (npenapatobl MMCB, Penba), "(nbo pekombrMHaHTHOrO
KOHUEHTpaTa akTMBmMpoBaHHoro ¢dakropa VIl (npenapar
HoBoCaBeH);

OTCYTCTBME KOoppurupytouero apdpekra npobHom Tepannm
npenapaTtamu BUTamunHa K.

Ko/inyecTBeHHoe onpeaeneHune gpaktopa Vil (ypoBeHb paKTopa)



KoppeKuuoHHble Nnpobbl B AUArHOCTUKE
peduunta VIl pakropa

* HOpPMaNM3auUUa NPOTPOMOMHOBOIroO BpEMEHU NPU
no6aBNeHNU K uccregyemon naasme ctapou (cytoyHoro
CPOKa XpaHEeHUS) CbIBOPOTKMU M MOJIHOTO OTCYTCTBUSA TaKOWM
KoppeKkumn npm A4obaBAEHNM HOPMaNbHOW NAA3Mbl,
aacopbuposaHHon BaS0,

°* MEeTOo[ OCHOBAH Ha Tom daKTe, yTo pakTop VIl He
notpebnaerca B npouecce cBepTbiBaHUA, CTAaOUNBbHO
COXpPaHAETCs B CbIBOPOTKE. M3 nna3mbl U CbIBOPOTKU OH
NOJIHOCTbIO yaanaeTca cynbdpatom bapusa. Takmm obpasom,
CTaHAAPTU3NPOBAHHAA CTapas CbIBOPOTKA Koppernpyet
NnpoTpombMHOBOE Bpems, a CbIBOPOTKa ¢ BaSO, — HeT



Ucnonb3oBaHMeE KOPPEKLMOHHbIX Npob
B ANArHocTuKe aedpuumra
Apyrux ¢aKTopoB cBepTbiIBaHUA

* KoppeKumoHHble Npobbl NpUMEHAIOTCA M ANA onpeaeneHuns
nepununta Apyrux GakTopos CBepTbIBaHUA: 0DaBAEeHNE CTapomn
Naa3mbl TakKe KoppermpyeT aedununt IX gpakmopa (ecemogpunus
B), HO Npu 3TOM 3Ha4YUTENbHO yaMHeEHO AYTB

* [lobasBneHune nnasmol, agcopbuposaHHoun BaSO,, kopperunpyet
nedbuunT:
- pakmopa VIl (aHTuremodpunbHbIN r10OYANH, NpK €ero
nepununte —2emopunuda A), yanndHeHo A4TB

- pakmopa Xl (pakTop Po3eHTana — nnasmeHHbIN
npeawecTtBeHHUK TpombonaacTnHa), yanmHeHo A4YTB

- ¢pakmopa V (npoakuennepuHa), yaamHeHo A4TB un
npoTpombunHOBOE Bpems




BO3MOXHOCTHU AMarHocTuku aedbuumnta pakropa
B KAMHUKaX r.JlOHeuKa

* BO3MOXHO NPM OCBOEHUN METOAUNKMU
KOPPEKLUMOHHbIX NPob

* KJAMHUNYECKMN 3PDEKT NOCNEe IMNUPUYECKOTO
BBEeAEHNA KOHUEHTPATOB ¢paKTopa
NPOTPOMOMHOBOIro KOMMNIEKCa

* NPU YCNOBUU OTCYTCTBUA KOpPPETrnpytoLero
sppeKTa npobHOM Tepanuu npenapaTamu
BUTaMMHa K

* Ko/In4YecTBeHHoe onpeaeneHne dpakrtopa Vi, K
COKa/IeHUto, He BbINo/IHAeTCA



AnddepeHumnanbHaa ANArHOCTUKA

Mpu ntobom yannHeHnm npoTpombmnHOBOTO
BPEMEHU A0NKHbl ObITb UCKAKOYEHbI BCE BUAbI
npuobpeteHHoro aedmnumnta ¢akTopos
NPOTPOMOUNHOBOIro KOMmMaeKkca, obyc/soBAEHHbIE:

* MexaHu4yecKoU xcenamyxod,
* msaxenou namosoauel rnevyeHu,

* MOKcu4yecKum delicmeuem aHMUKOA_2ys19HMo8
HernpAamozo delicmeus (KymapuHos u 0p.),

* 3HOO2eHHbIM K-eunosumamuHO30M,

* U3071Up0BAHHLIU Oepbuyum pakmopa VII moxcem
Habsro0amecs rnpu cucmMemHOM amus10u003e U
Heghpomu4yecKom CUHOPOME.




JleyeHue

3amecmumenbHaa mepanua cmpyliHol mpaHcgy3ueli naasmol B
nosax 10-15 ma/ke, Ho 3dPeKT KpaTKOBPEMEHEH, T.K. MOAYXKU3Hb
BHYTPUBEHHO BBeaeHHoro ¢paktopa VIl coctasnaetr okono 1,5-2 y;

8HympuseHHoe egedeHue KOHUeHmpamos (haKkmopoes
npompombuHosozo Komnnaekca: PPSB ([Mpotpomnaekc dupmbl Baxter
cogepxut ¢. ILVILIX, X), Nponaekc T (pakTtopsl VII,IX). BHyTpnBeHHOE
BBeJeHMe 3TUX npenapaTtos B Ao3ax 40-50 ed./Ke 2 pa3a e cymku
obecneymBaeT HageKHbIM remocTas. Ewe bonee appeKTuBeH npenapat
Penba TIM 4 (Baxter), B coctaB KOTOPOro BXOAUT aKTUBUPOBAHHbIN
daKkTop VIl B KOMnaeKce ¢ HeakTMBMPOBAHHbIMU daKkTopamu I, IX n X.
[MpenapaTt BBOAAT BHYTPUBEHHO B A03ax 50-100 eo. 2 pa3a 8 0eHb.

BbICOKO3DDEKTUBEH npenapam peKombuHaHmMHo20
akmueuposaHHo20 pakmopa VIl (HoeoCsseH). B no3ax 20-70 mke/Ke
8HYMPUBEHHO 3TOT NpenapaT NPM NOBTOPHbIX BBEAEHUAX C
NHTEepBanamu B 2,5-3 4y obecneumBaeT HageXHOe KynnpoBaHue

KpoBoTeueHun y 60nbHbIX ¢ aepumuntom dpaktopa VII.



AHamHe3s 3abonesaHusn

* Y pebeHka [l., 5 net, 8 mapTte 2012 roga oTmeyanocb
OTCPOYEHHOE KPpOBOTEYEHUE (Yepe3 HEeCKOJ/IbKO YacoB
nocse skcTpakuum 3yba). bpuragomn CI1 6bin poctaBneH
B MECTHbIM CTaLMOHaPp, rae KpoBoTevyeHne BpemMeHHOo
KYNMpPOBa/ZIM MECTHbIMU reMOCTaTUKaMu, BBOANNU
3Tam3unnaTt B/m, uccnegosasnca aHan3
nepmudepmyecKkomn Kposu: sputpoumnTtsbl 3,8:10%2,
TpombouuTbl 240 r/n. KpoBoTeueHne nepuoanyecku
BO30OHOBAANOCH B TeyeHue Heaenn. PebeHoK 6bin
HanpasaeH K rematoaory MHBX.



Ob6bveKkTuBHOE UccneaoBaHue

* [1pn NnepBMYHOM OCMOTPE remaTo/iora B JIYHKe
yaaneHHoro 3yba \i NPU3HaKoB
NPOAONKAOLLErOCA KpoBOTe4YeHMA He bbino,
cnan3mnctasa ymctasa. Obuwee coctoasHue pebeHKa
yaoBsieTBoputenbHoe. Ha roneHAax noBbiLLEHHOE
KOJINYEeCTBO 3KXMMO30B Mocae TpaBMmaTu3auun.
YBennyeHbl Nog4YentoCTHble U WenHble AMMIOoy3/bl
0o 1,5 cm. 3ybbl Kapno3sHble. B nerknx xpmnos Her,
TOHbI cepaua YUCTble, PUTMUYHbIE. RNUBOT MATKUMN,
be360ne3HeHHbIN. [1leyeHb, ceneseHKa
NasibNnaTOPHO He YBE/INYEHDI.



O6Lwum aHann3 Kposu

* 3puTpoumTsl: 3,0-10%/n
* remornobuH: 105 r/n

* u.n.: 1,0;

o TpOombouuTsbl: 375 r/n;
* nenkouuntsl: 8,5 '/ n;

* najsioyKoAadepHsble: 5;

* cermeHToaaepHble: 73;
* ammpouuntsl: 20;

* MOHOUMWUTbLI: 2;

e CO3: 15 mm/uac



MepauuunHcKana nabopatopua Hosasa guarHoctuka (r.JoHeuk, np. JIeHMHCKn 47)
®UN0 nayueHma  A.H.

Mon MYKCKOU Jama poxcdeHua 31.07.2007

Pe3ynbTaTbl TECTUPOBAHUA Koaaynonoausa

Jama sebidayu pe3ynomama  27.03.2012

PecpepeHnmHoillii
Omkn Tecm Pe3ynomam |EO.u3mepeH
UHmMepesan

MpotpombuHosoe Bpemsa (MTB) 93.70 cek (14.00-18.00)
I<<  MNpotpombuHoBbLIN UHAEKC (MTH) 17.00 % (90.00-105.00)
TpombuHoBoe Bpems (TB) 12.80 cek (10.00-14.00)
A4YTB 34.60 ceK (25.00-35.00)
AKTUBHOCTb aHTUTpombuHa Il (AT-III) 115.39 % (80.00-120.00)
KoHueHTpauma ¢ubpuHoreHa B naasme 2.62r1/n (1.80-4.00)
POMK 4.00 mr/100mn  (3.00-4.00)
CnoHTaHHaA arperauus 0.01% (0.00-20.00)

>> Arperauma C PUCTOMMULUHOM 139.00 % (55.00-100.00)



MepguumHcKkaa nabopartopua Hosasa gnarHoctuka (r JoHeux, np. JIeHUHCcKuin 47)
®UNO0 nayuernma  A.H.

Mon MYXCKOM Jama poxderua 31.07.2007

Pe3ynbTaTbl TECTUPOBAHUA Buoxmmuna CobasC311

Jlama sbidayu pesynomama  26.03.2012

PechepeHmHblii
Omkn Tecm Pe3ynbmam EOQ.u3mepeH.
UHmMepesan

AnaHMHamuHoTpaHchepasa 8.80 Ea/n (0.00-39.00)
AcnapTtaTammHoTpaHcdepasa 25.10 Ea/n (0.00-52.00)
< FammarnytamuntpaHcdepasa 5.40 Ea/n (6.00-66.00)
BunnpybuH npsmoit 1.68 MKMonb/n (0.00-3.40)
BunnpybuH obuimi 5.40 mKmonb/n (3.40-17.00)
O6bwun 6enok 62.75r/n (60.00-80.00)
AnbbymunH 43.60r/n (38.00-54.00)

BbiBOA: 2pybbix HapyweHuli pyHKYuu neyeHU Hem.




MeaunuunHcKaa nabopatopua Hosasa gnarHoctuka (r JoHeuk, np. JIeHUHCKnn 47)
®UN0O nauyuesma  A.H.

Mon MYXCKOM Jama poxderHua 31.07.2007

Pe3ynbTaTbl TECTUPOBAHUA benkosble ¢pakuyuu

Jlama ebidayu pesynemama  26.03.2012

EQ.u3sme | PegpepeHmHolli
Tecm Pe3ynomam
peH. UHmMepean

benkosble ¢paKkunm

AnbbyMUHbI, OTHOCUTENIbHOE coaepXKaHue 58.17 % (52.00-65.00)
Anbda-1-rnobynmHbl, OTHOCUTENbHOE COpA, 5.19% (2.00-5.50)
>  Anbda-2-rnobynmnHbl, OTHOCUTENIbHOE COp, 14.44 % (6.00-11.70)
beta-rnobynnHbl, OTHOCUTENbHOE COAEPIK 14.12 % (8.20-14.50)
famma-rnobynmHbl, OTHOCUTENbHOE
< 8.08 % (9.50-19.80)
copaepKaHue

BbiBOA: 2pybbix HapyweHuli 6esnok-cuHmemu4yecKol hyHKyuu
ne4yeHu Hem. ucbanaHc 8o ppakyusax lamma-2n06yauHos ce8A3aH ¢
nepeHeceHHou OPBMU.




AnddepeHumanbHaa ANarHOCTUKa

C uenbto agndpdepeHUnanbHOU ANArHOCTUKMN C
3aboneBaHMAMMU, CBA3AHHbIMMN C HAPYWeEHUEM
obmeHa sumamuHa K, npoBognnacb mepanus
guKacosioM. llocne OKOHYaHUA Kypca Tepanuu
BuKaconom MHO y 6onbHOro He
CKOppernposanochb.

Taknum obpasom, bbin caenaH 86i800 O
Hacsieo0cmeeHHoOM depuyume KaKo20-1ubo u3
chakmopos rnpompombuHoso2o Kommiaekca ll, X, VI
— BUTAaMUH K —3aBUCUMBIX U V - BUTAMUH K —
HEe3aBMCUMOTO.




ObcneposaHue B UHCTUTYTE NATO/IOrMUN KPOBU

U TpaHcPy3noHHOU meanuuHbl AMH YKpauHbl
(r./lbBOB)

e [1na yToyHeHua agnarHosa B asrycte 2012 r. 6onbHOM 6bIn
HanpasaeH B UHCTUTYT NaTo/I0rMm KPoBun U
TpaHcdy3nMoHHOM meanumHbl AMH YKpaunbi (r./1bBoB). Mpwu
obcnegosaHmnu B UHCTUTYTE remMaToNormm 1
TpaHCcPy3nonormum 6biN0 TaKKe B8bIA8/1EHO U30/AUPOBAHHOE
yOs1UHeHUe ceepmeoiB8AHUA 71a3Mbl 8 TPOMPOMOUHOBOM
mecme NP HOPMa/IbHbIX NOKa3aTenax obliero BpemeHu
cBepTbiBaHMA KpoBu, AHTB, TpoombMHOBOrO TECTa U
coaepaHmna pnbpuHoreHa B Naasme Kposwu.
[MpoTpombuHoBoe Bpema — 104" (Hopma — 14,4);
npoTpoMObuHOBbLIN MHAeKC — 13,9 (Hopma 85-110%);
onpeaeneHa akTMBHOCTb ¢paKTopa VIl — 4%.



Y « MHCTUTYT naTonornm Kposu U HPY3InoHHon meguuuHbl AMH YKpauHbI»
JlTabopaTtopra UMMYHOLUTONIOTUN U FEHETUKU ONYXOJ1IEN KPOBM

AHanuns Kposun Ne260

®UNO0 nayuesma  A.H.

Mon MYXKCKOU Jama powdeHua 31.07.2007

Pe3ynbTaTbl TECTUPOBAHUA lNoKasaTtenu cucrembl CBepPTbIBAHUA

Jama ebidavu pe3ynomama  05.09.2012

HaumeHoeaHue uccnedosaHus Pe3ynomam m

MpoTpombuHOBOE BpemA NasMmbl 104 ceK 14,4 cek
MpoTpombMHOBBLIA MHAEKC 13,9% 85-110%
Bpemsa pekanbumnpuKaumm 203 ceK 120-180 cek
AKTUBMPOBaAHHOE BpemsA peKanbunudpumukaumum 71 cek 50-70 cek
AYTB 39,6 ceK 30,6 ceK
dubpuHoreH 3,5r/n 2-4r/n
PnUbpPMHONNTUYECKAA aKTUBHOCTb KPOBU >3 yac 2-5yac
Arperauma c AP 16 cek 12-19 cek
ArperaumMa Cc pPUCTOMULMUHOM 17 cek 12-17 cek

dakTop VII 4%



Bepundukauma amarHosa

3akntoyeHue: HacneacrseHHbIN aepuumnt dakTopa
VIl (runonpoKkoHBepTUHEMMA), TAKeNaAa dopma.

PeKoMeHA0BaHO: 3aMeCcTUTeNIbHAA Tepanusa B
c/ly4ae NposABNEHMN reMopparn4ekoro CMHAPoOMa
npenapatamu daktopa VIl (HosoceseH), npu ero
OTCYTCTBUM — Npenapatamm PpaKTopoB
NPOTPOMOMHOBOIro KOMMN/IEKCa, a NPU X OTCYTCTBUU
— TpaHCchY3MmM cBeKe3aMopoKeHHOU naa3mbl 10-15
MN/Kr Kaxable 6-8 yacoB 10 OCTAaHOBKM
KPOBOTEYEHMUS.




KatamHes
3a UcTeKwWwmnm nepmoa HabntogeHnsa y pebeHka om
00H020 00 3-4 pa3 8 200 OTMEYa/IMCb 3NNU30A4bl
KPOBOTOYUBOCTMU:

B ceHTAbpe 2012 r. rocnutanmnsunposaH 8 OO/ no
NOBOAY MAXCEs1020 peyudusupyrou,e2o Hoco80o20
KposomeYyeHUus;

B 2017 r. — aBaxAabl rocnutanmsmnposanm 8 OO NHBX:
B ceHTAbpe — KposomeyeHue U3 AYHKU yoasneHHO020
3yba, B mae — 2emapmpo3 rpaso2o 20/1eHOCMOIrHO20
cycmasa (nocne e3abl Ha camoKaTe).

KpoBoTeyeHnA KynupoBaamcb BBeageHnem ggakmopa

npompombuHoso2o komrisekca lNpompomnaexkc 600
ME




CrACUBO

3A BHUMAHMUE!
& r—




