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AHHOTauus

Hedumumt VIl daktopa ceepThiBaHus kposu (FVII) oTHOCUTCS K peakum reMopparnieckum guatesam, Ans KoTopbix He pas-
paboTaHbl eauHble NOAX0Ab! K BeAeHMo 6epemMeHHOCTM M poaoB. MpeacTaBneH aHanua reMocTasnonoryeckon TakTUKu
Npu BeAEHWUM YeTbIpex BepeMeHHbIX C BPOXAEHHOW rMNONPOKOHBEPTUHEMMEN.

Onucatune cny4aes. Y BCEX MALUWEHTOK B aHAMHE3e reMoppariyeckuin CUHAPOM OTCYTCTBOBaN Ukt 6bin MUHUMATBHBIM.
B oByx crnyyasix guarHo3 6bin ycTaHoBMeEH B nepuop HacToswen bepemeHHocTn. ObecneyeHne remoctasa B Nepuog po-
[0paspeLLeHns (4Boe PoLoB CaMOCTOSTENbHbIE, 4BOE — KECApeBO CeYeHWe) OCYLLECTBNANN PEKOMOUHAHTHBIM akTuBK-
poBaHHbIM FVII (rFVIla): B ABYx cnyvasx ogHOKpaTHO B 4o3e 15-30 MKr/Kr, B OQHOM [BYKPATHO C MOBTOPHLIM BBEAEHNEM
yepes 12 Y, eLle B OOHOM UCNONb30BaNM TPAHEKCAMOBYHO KUCIOTY. [emMopparniecknx unu TpPOMOOTUYECKIX OCTOXKHEHWIA
He oTMey4eHo. [laHHble TpomboanacTorpadmm (TAl) Bo Bpemsi 6epeMEHHOCTN He COOTBETCTBOBANM BbIPAXEHHOCTU TUMO-
nNpokoHBepTUHEMUK: Npu akTuBHOCTM FVII < 5% napameTpbl TOI ykasbiBanu Ha ryunepkoarynsayuio.

O6cyxaeHue. Vveetcs cnabas koppensauust MeXay CHWKEHHON akTMBHOCTbLIO FVII B mnaame 1 BbIPaXXEHHOCTbLIO remMop-
paruyeckoro cuHapoma. PelueHne o cnocobe pogopaspelleHust y nauueHTok ¢ gecmumutom FVII npuHumaetcs no akywep-
CKUM KpuTepmsm. B GonbLUMHCTBE Cry4aeB AOCTATOMHO OfHOKpaTHOro BBeaeHus rFVila B gose 15-30 mkr/kr B Havane
POAOBON LEATENBHOCTY UMK NEpeA BbINOMHEHNEM KeCapeBa CEYeHMS.
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The features of the mode of delivery in patients with congenital
deficiency of coagulation factor VII: case reports
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Abstract

Congenital deficiency of clotting factor VII (FVII) — refers to rare hemorrhagic diatheses, for which no unified approaches to
the management of pregnancy and childbirth have been developed. The analysis of hemostasiological management of four
pregnant women with congenital hypoproconvertinemia is presented.

Cases reports. All patients had no or minimal history of hemorrhagic syndrome. In two cases, the diagnosis was made
during the actual pregnancy. Provision of hemostasis during delivery (two — vaginal delivery, two — cesarean section)
was carried out with recombinant activated FVII (rFVIla): in two cases, once at a dose of 15-30 mcg/kg, in one twice with
repeated administration after 12 hours, in another one tranexamic acid was used. There were no hemorrhagic or thrombotic
complications. The thromboelastography (TEG) during pregnancy did not correspond to the severity of hypoproconver-
tinemia: at FVII activity < 5%, the TEG parameters indicated hypercoagulation.

Discussion. There is a weak correlation between the level of FVII activity in plasma and the severity of hemorrhagic syn-
drome. The decision on the mode of delivery in patients with FVII deficiency is made according to obstetric criteria. In most
cases, a single administration of rFVlla is sufficient at a dose of 15-30 mcg/kg at the beginning of labor or before performing
a caesarean section.

Keywords: hypoproconvertinemia; coagulation factor VII deficiency; delivery; caesarean section; recombinant activated
coagulation factor VII; thromboelastography
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Cnncok CoKpaLLeHuiA:
FVII — VII dhakTop cBEPTbLIBAHWS KPOBK CBEPTbLIBAHMS KPOBM
rFVila — pekomGuHaHTHbIN akTuBMpoBaHHbI VIl daktop  C3IM — cBexe3amMopoxeHHas nnasma
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INTERDISCIPLINARY PROBLEMS

[TocmepomoBblE KPOBOTEUEHUS SBIAIOTCS OCHOBHOM
MpUYAHON MartepuHCKor cmeptHocTH [1]. Hammuaue
BPOXKAEHHOTO TEMOPPAarMYecKOro 3a0OJIeBaHUs CyIIle-
CTBEHHO TIOBBIIIACT PUCK KPOBOTECUEHHS B POAAX U B TIO-
ciepomoBoM Tieproe [2]. YMEeHBIINUTh PUCK TeMopparu-
YEeCKHX OCJIOKHEHHH, aCCONMMPOBAHHEIX C POIaMH Y T1a-
IIIEHTOK C HACIEACTBEHHBIMU KOATYJIOMAaTHUsIMH, ITO3BO-
JSIET TeTICHAIIPABICHHAS 3aMECTHTENbHAs TeMOCTaTHIe-
CKasl Teparus, BBIOOpP KOTOPOW 3aBUCUT OT KOHKPETHOM
HO30JMorImYecKoi popmsel. OT 3 10 5% remMopparudeckux
3a00JIeBaHU COCTABIIIOT TaK Ha3bIBAEMBIC PEIKUE Te-
MOpparuueckue auare3sl (BpoxIeHHas ahuOpuHOTreHe-
MU, JePUIHAT PAKTOPOB MPOTPOMOUHOBOTO KOMILIEKCA,
nedunut pakropa cBeprbiBanus XIII, rumonpokoHBep-
THHEMUS u Opyrue). VX HU3Kas gacToTa CyIIeCTBEHHO
3aTpyaHSIET pa3paboTKy SAMHON TaKTHKH BelIeHUs Oepe-
MEHHOCTH ¥ POJIOB Y COOTBETCTBYIOIINX MAIMEHTOK [3].
[IpencraBurereM pemKuX TEeMOPPAarHueCKUX IUATE30B
SIBJSIETCS] THITOTIPOKOHBEPTHHEMHST — HACIIEACTBCHHBIN
nepumnut VII dpakropa cepreiBanus kposu (FVII), ua-
crorta kKotopoii coctasiser 1 Ha 500 TeIC. Hacenenwus [4].
IIpencraBnen aHaNIW3 TeMOCTa3HOJIOTHYECKON TAKTUKHA
IIpU BeICHUN OEPEMEHHBIX C BPOXKACHHOH THIIOIPOKOH-
BEpTUHEMHEN.

OMNMUCAHUE CINTYYAEB

Hawmu B mepuon ¢ 2016 o 2019 . HaGirogammcy ve-
ThIpe OepeMeHHbIe B Bo3pacte oT 29 no 40 ner ¢ pedu-
utoM FVII. OcHOBHBIE KIMHHYECKNE XapaKTEPUCTHKU
MIPHUBEJICHEI B TAOIHIIC.

Hedunur FVII quarHocTrpoBaH y JBYX MalMEeHTOK
B IETCKOM BO3pacTe, Y ABYX JIPYI'HX — TOJIBKO BO BpeMs
OGepeMeHHOCTH.

I'emopparnyecknii CHHOPOM B aHaAMHE3€, MPOSBIISAB-
IIMHACS KPOBOTOYMBOCTBIO JECEH, MEHOpparusMu, oTMe-
YeH Yy TpeX *KeHIIMH. JKU3HeyrpoxKaomux KpoBOTEUeHUI
B @aHAMHE3€, B TOM YHCJIE BO BPEMS PAHEE BHIIOJIHEHHBIX
OIIEPaTUBHBIX BMEIIATENIbCTB (IUIACTHKA TPHDKU — CIIy-
gaii No 2) u WHBa3UBHBIX TPOLEAYp (AMArHOCTHYECKOE
BBICKa0JIMBaHKE TMOJOCTH Marku — ciydail Ne 4), Ha-
CJIEZICTBEHHOI'O T€MOPParunueckoro aHaMHe3a He OTMeda-
Jla HM OfiHa U3 NMalueHToK. J[o poropaspeleHus 3aMecTu-
TeJIbHasi FeMOCTaTH4eCcKas Tepanys He IPOBOIUIIACK.

Bo BpeMst pofioB TpH JKEHIIMHBI TTONYUIIH PEKOM-
OunHaHTHBIA akTHBHpoBaHHBIA FVII (rFVIIa) B mose
20 MKI/KT Macchl Tena. JIByM jKeHIIWHAM IO aKymiep-
CKUM ITOKa3aHUSAM OBLIO BEIIIOITHEHO KECapeBO CEUCHHE,
y OpYTHX OBLIM CAMOCTOSITEIEHBIC POJIBL.

KpoBormorepst B pomax He IpeBbIIaiga (U3UOIOTH-
geckoro oobema u coctapmia 200 u 250 M mpu camo-
croarenbHBIX pomax, 300 u 400 mi mpu orepaTuBHOM
pomopaszperieHnn. Y BCEX MAIMeHTOK B IIOCIEPOJOBOM
TIepUO/Ie TIPH3HAKOB KPOBOTOUMBOCTH HE OTMEUCHO.

[t KOHTpOJIS TeMOoCTa3a, HOMUMO PYyTHHHBIX KOary-
JIOJIOTHYECKUX TECTOB M OICHKH IIa3MEHHOI aKTHBHO-
ctu FVII, ucnone3oBanu tpomboanactorpaduto (TOI)
Ha Pa3UYHBIX dTaMax BeJCHUSI OCPEMEHHOCTH U POIOB.

B kaugectBe mpmmepa HpUBENEHB TPOMOO3IITACTO-
rpamMmbl cirydasi Ne 4, KOTOpBIE COTTOCTABIEHBI C PE3YITh-
TaTaMH XPOHOMETPHUYECKUX TECTOB M IUIA3MEHHOU aK-
THBHOCTBIO (DaKTOpOB cBepThIBaHUs (pHC. 1).

OOpariaet Ha ce0s1 BHUIMaHHUE HECOOTBETCTBHE TIIA3-
menHoil aktuBHOocTH FVII m mammeix TOI. Pazmuume
B ITOKA3aTeIsIX CHCTEMBI TeMOCTa3a MEX Iy OepeMeHHO-
CTBIO M TICPHOIOM BHE OEPEMEHHOCTH II0 aKTHBHOCTH
JeGUITUTHOTO (PaKTOpa MPAKTHIECKU OTCYTCTBYET B OT-
JMYHe OT TUHAMUKA HHTETPAIEHOTO TECTA.

Brenenue rFVIla He npuBeno K CyIECTBEHHBIM H3-
menenusiM TOI. bosee Toro, maxe mpu BEIpaKEHHOM Jie-
¢unure FVII Bo Bpems 6epeMenHocTH TapameTpsl TOI
COOTBETCTBOBAJIH TUIIEPKOATYILIIA. MOXKHO MTPEAIono-
JKUTh, 4YTO UMEIOTCS (haKTOPHI, KOMIICHCHPYIONIHE aedu-
uut FVIIL. Borpoc 0 ToM, HaCKOJIBKO 3Ta KOMIICHCALUS
paboTaeTr B OpraHu3Me, OCTACTCSI OTKPHITHIM.

B onmceiBaeMBIX HaOMIONEHUSAX 3aMECTHTENBHAS Te-
MOCTaTH4ecKasi Tepanus He IPOBOIMIACH TOJIBKO Y OfI-
HOW marueHTku 29 et (cirydait Ne 2), y kotopoit nedu-
T FVII Obl1 BIsIBIICH B 17-IeTHEM BO3pacTe W IMpo-
SBJSUICST OOMJIBHBIMH MEHCTpyarusiMi. [lna3MeHHas
aktuBHOCTH FVII 3a Heaemo 1o pomos coctasmma 10%,
POIBI OBUTH CPOYHBIE caMOCTOsATENbHBIE. OCHOBaHHEM
UL OTKa3a OT HPOBEICHHUS 3aMECTUTEIHHOM Tepamuu
MOCITY’KAJIa THIIEPKOATYJISINS, BELIBICHHAS 110 JAHHBIM
TAT (puc. 2), 1 OTCYTCTBHE TEMOPPATHIECKOTO CHHJIPO-
Ma. OOBEM KPOBOIIOTEPH BO BPEMsI POJIOB HE MPEBBIIIAT
¢uznonorunueckyro Hopmy u coctaBui 200 mit. TeueHue

Tabnuya. OCHOBHbIE KNUHUYECKNE XapaKTepucTuku 6epemeHHbIX ¢ aeduumurtom FVII
Table. Basic clinical characteristics of pregnant women with FVII deficiency

Ne Bos- De6toT 3a6onesanus FeMopparnyeckusi AxtusHocTb FVII Cnoco6 poropaspe- [emocTaTuyeckas
pacrT, nepepn pogopaspe- Tepanus nepea popo-
nn BO3pacT aktueHocTb FVII CMHAPOM WEHMEM wehns paspelueHmem
1 33 5 net 1% AERIIUETITY, FEREE: HeT AaHHbIX OnepatunBHbIN rFVlla 2,4 mr
TOYMBOCTb JECEH
2 29 17 net 5% MeHopparu 10% Yepes eCTecTBEHHbIE TpaHekcamoBas
pOJoBLIE NYTH kucnota 1000 mr
3 3 34 ropa (37-4 He- 01% KposoTeuenue npu 259% Yepes ecTecTBeHHbIE rFVila 2,4
Aens recrauuu ' npeabloyLmUX poaax ' pozoBbIE MYTH +2,4 mryepes 124
4 4 40 ner (38- He- 3,2% Het 3% OnepaTyBHbIit rFVila 2,4 mr

Aens rectauum)
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A
R K Angle MA PMA G EPL
min min deg mm d/sc %
15,4 2.2 62,1 72,5 O 132 0,0
9-27 2-9 22-58 44-64 3,6-8,5 0-15
B
C

R K Angle MA PMA G EPL
min min deg mm d/sc %
20,4 6,2 32,1 59,7 Ok 74 0,0
9-27 2-9 22-58 44-64 3,6-8,5 0-15

69,3

MEXONCUUMIITMHAPHBIE NMPOBNEMBI

IOMM}

FVII 3%
FVIII 269%
FV 101%,

FX 138%
Protein C 88%
Protein S 37,4%
INR 2,32
aPTT 29 sec. (25-37)
TT 15 sec. (11-16)
FIB 5,9 g/l (3,0-6,0)

A CI LY30
mm

INR 1,4

FVII 1,2%
INR 3,3
aPTT 29 sec. (25-37)
FIB 2,7 g/l (2,0-4,0)

A CI LY30
mm %
56,1 -0,8 0,0

-3-3 0-8

PUC. 1. Tpombosnactorpamme (ciayuaii Ne 4). A — nepesi pofopaspenieHneM, B — mociie BBeieHUS! peKOMOMHAHTHOTO aKTH-
BupoBanHoro ¢axropa FVII B noze 2,4 mr, C — uepe3 4 MecsIa nocie pogopa3penieHusl.
FIG 1. Thromboelastograms (Case No. 4). A — before delivery, B — after rFVIla administration at a dose of 2.4 mg, C —

4 months after delivery.

Mpumeyanue. CnnoluHas nuHus — kpueas nauueHTkm Citrated native, nyHkTUpHas nuHUs — cpeaHsis rpadnyeckas HopMa; INR — International nor-
malized ratio, MexayHapofHOe HopManu3oBaHHoe oTHoleHue; aPTT — activated partial thromboplastin time, akTuBMpoBaHHoE YacTyHoe TpoM6o-
nnactuHoBoe Bpems; TT — thrombin time, Tpom6uHoBoe Bpems;; FIB — fibrinogen, dnbpuHoreH.

Note. The solid line is the patients Citrated native curve of the patient, the dashed line is the average normal curve.

MIOCJIEPOIOBOTO MIEpHO/a HE MOTPeOOBAIO MCIIOIB30Ba-
HHSI CHCTEMHBIX TeMOCTATHYECKHIX CPEICTB.

VY Tpex npyrux OepeMeHHBIX MPOBOAMIOCH 3aMelle-
Hue nedunmra FVIL. Bo Bcex citydasx HMCHOIB30BajH
rFVIla — snrakor anb¢a [akTHBHpOBaHHBIN] (mpema-
par Koarui-VII®, AO «Ienepuym», Poccusi) B mosax
15-30 mkr/kr. B nByx ciyuasx (Ne 1 u 4) 6pu10 ocra-
TOYHO OAHOKpaTHoro BBeneHus rVIla B ykazanHoit nose
C peKOMEHaIel MOBTOPHOTO IMPUMEHEHHS IIperapara
IIPH MIOSIBIICHUH IPH3HAKOB KPOBOTOYMBOCTH HIIH Pa3BU-
THH XUPYPTHYECKOTO KPOBOTCUCHHSL.

B ogHoMm ciywae (Ne 3) mpemnapar ObLT BBEIEH ITO-
BTOpPHO 4epe3 12 4 B TOM ke 103e, 4To Ha oOecredcHue

ponopaspenieaus (2,4 Mr), y4uTbIBasi MaCCHBHOE KpO-
BOTCYEHHE NIPH TPEIBIIYIINX POJaX, XOTS OHO M OBLIO
CJIeICTBUEM aHATOMUYECKUX IIPUYMH.

HukxoMy M3 HalMEHTOK MEIMKAaMEHTO3HAas TPOM-
OonpodumakTika HEe HazHadamach. [eMopparndeckux
U TPOMOOTHYECKHX OCJIOKHEHHH HE OTMEYEHO.

OBCYXOEHUE

Bpoxnennast THITOTIPOKOHBEPTHHEMHS OTHO-
CUTCSI K PEIKUM TIeMOopparMueckuM auaresam [4].
Knuandeckne mposiBICHHS 3TOro 3a00JNEBaHMS TeTe-
POTEHHBI MO TSDKECTH TeMOPPArWYEeCKHUX IPOSBICHUMH:
OT M3HEONACHBIX KPOBOTEUEHHUN U KPOBOM3IIUAHUI
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R K Angle MA PMA
min min deg mm
8,8 5.2 41,2 70,7 *0*
9-27 2-9 22-58 44-64

10 MM {

G EPL A CI LY30
d/sc Y% mm Y%

12,1 *0* 71,3 3,6 *0*

3685  0-15 353 0-8

PUC. 2. Tpom6Goanacrorpamma (citygaii Ne 2) meper pogopaspenicHueM.

FIG 2. Thromboelastograma (Case No. 2) before delivery.

MpumeyaHue. CnnowwHast NuHUS — kpusasi nauuenTky Citrated native, NyHKTUPHast NMHWSA — cpepHAs rpacdpuyeckast Hopma.

Note. The solid line is the Citrated native curve of the patient, the dashed line is the average normal curve.

JI0 MUHUMAJIBHBIX TeMOPPAarnIecKuX dMH3010B. 13 Bcex
BPOXKIICHHBIX TeMOpparndeckux 3aboneBanuid neGuuT
FVII cocrasmser 0,5-1%. Yactota HabmoneHus Oepe-
MCHHBIX C TaHHOW MMaToJIOTHEH B KIIMHUYECKOM IpaKTu-
Ke enie MeHbIe. CaMblid OOJIBIION IO 0XBAaTy MAIEHTOK
C THITOTIPOKOHBEPTHHEMHUCH 0030p JINTEpaTyphl, aHAIN-
3UPYIOMUI HCXOJBI OEPEMEHHOCTH, BKITIOUaeT 94 pomoB
y 62 KEHIMH 3a Ooliee YeM IOJNyBEKOBOU TEpUOA —
¢ 1953 mo 2011 r. [5].

[TepBBIe TpH U3 ONMTUCAHHBIX HAMU OEPEMECHHBIX C TH-
MIOTIPOKOHBEPTUHEMHUEH TTOTAJIN 1O/ HAOIIOCHUE B Te-
YeHHE OTHOTO Tofa. J[ByM W3 BKIIOYEHHBIX B HACTOS-
IIyro paboTy marueHTkaM auardo3 aedurmra FVII 6pm1
ycTaHoBIIeH Tonbko B koHIE III TpumecTpa Tekymein
OepeMEeHHOCTH. AHAaJOTMYHas CUTyanus Oblia ornuca-
Ha 1 MCCIEAOBATEIIME U3 BennkoOpuranuy, coriacHO
JTAHHBIM KOTOPBIX BpokaeHHBIN neduiut FVII Obut BBI-
sBIIieH y 3 W3 7 JKEHIIWH MCKITIOYUTEILHO BO BpeMst Oe-
pemenHocTtH [4].

VY mpeAcTaBICHHBIX HAMH TAIIMEHTOK paHee BBINOJ-
HCHHBIC OIIEPAaTHBHBIC BMEIIATEIHCTBA M MHBA3UBHBIC
IPOLIEAYPEl HE COMPOBOXKIAIUCH KPOBOTOUYHBOCTHIO,
KOTOpast MOTJIa OBI TOCITY>KUTD ITOBOJIOM K JHAarHOCTHUKE
COCTOSTHHSL CHCTEMBI TeMOCTa3a.

B psne paGor [6, 7] orMedeHa ciabas Koppes-
1K MEXIy CHIDKeHHOM aktuBHOCThi0O FVII B mnas-
ME ¥ BBIPAKXCHHOCTBIO TEMOPPArduecKoro CHHAPO-
Ma. L. Baumann Kreuziger u coaBrt. [5] ycraHOBWIH,
YTO TeMOpparndecKuil CHHAPOM ObUT Jumb y 68%
MAEHTOB C TUIONPOKOHBEPTHHEMHEH W HE 3aBUCET
oT 1wiasMeHHOW akTHBHOCTH FVIL. Otn daktel maror
OCHOBAaHHE YCOMHHTBHCS B KIMHHYECKOM 3HAYMMOCTH
CYIIECTBYIOIINX KJIAaCCU(HUKAINI THIOIPOKOHBEPTHHE-
MHUH B 3aBUCUMOCTH OT IJIa3MeHHOH aktuBHOCcTH FVII.
Haubonee pacmpocTpaHeHa KiaccH(UKAIMS, MPeIIo-
JKeHHass MexTyHapoJHOH accommaluei mo Tpombo3y
u remocrasy (The International Society on Thrombosis
and Haemostasis, ISTH), coracHo koTopoi Tskenas
(hopma xapakrepusyercs CHIKeHHEM akTHBHOCTH FVII
meree 10% ¥ BBICOKMM PHUCKOM OOJIBIINX CITOHTAHHBIX

KPOBOTECUCHHH M KPOBOUZIHUSHUMN; CPEAHEH TSHKECTH —
akTHBHOCTEIO (pakTopa 10-20% c prckoM HeOONBITHX
CHOHTAHHBIX HIH CHPOBOIMPOBAHHBIX KPOBOTCUCHHH,
nerkasi popMa — aKTHBHOCTEIO (pakTopa 20-50% c ot1-
CYyTCTBHEM KIIMHUYECKHUX MPOSBICHUH [§].

B GompmmHCTBE CiTyyaeB HAIUYHAE TEMOPPArHIeCKO-
ro 3aboneBaHus HE SBISICTCS (AKTOPOM, OIPEIEIISIO-
MM crtoco0 popopasperreHus [9]. Beibop Mexy camo-
CTOSITENEHBIMHI POJJAMHU HIJIM KECapeBbIM CEYEHHEM OCY-
IIECTBIIICTCS MCXOAS M3 aKyIICPCKOW CHUTYyalnd W/WIU
COMYTCTBYIOIIEH MaTOIOTHH Apyroro poaa. He sisnsiercst
UCKJIIOYCHUEM W THIIONPOKOHBEpTHHEMHs. Pemenune
0 croco0e poIopa3penIeHns] MPUHUMALSTCS IO aKyIIep-
CKUM KPHUTEPHUSIM, IPU STOM BBIOOD OIIEPAaTHBHOTO BapH-
aHTa ONpeeNseT JOMOMHUTEIbHBIC TpeOoBaHHus K 00e-
CICYCHUIO CHCTEMHOTO TeMOCTa3a.

CoryiacHO MPUHATBIM PEKOMEHJAIMAM', BCEM JKEH-
IMHaM ¢ maasMeHHol aktuBHocThio FVII menee 20%
MIOKa3aHO TIPOBEICHHE 3aMECTUTCIBHOM TIeMOCTaTH-
YECKOM Tepamuu C Ha4YalloOM POJIOBOM JIEATEIHHOCTH
WK TIepe/ BHIIOHEHUEM KecapeBa CEUeHHs C IMPOIOII-
KHUTEIFHOCTBIO HE MEHEE YeM TPOE CYTOK. TeM He MeHee
L. Baumann Kreuziger u coasT. [5] moaBepraroT cOMHe-
HUIO JaHHBIH ITOCTYJIAT. ABTOPHI HE BBISBIJIM Pa3HUIIBI
B Pa3sBUTHH MOCIEPONOBEIX KPOBOTCUCHUN MEXIY KCH-
IIWHAMH C THUIIOIPOKOHBEPTHHEMHEH, KOTOPBIM IIPOBO-
JHJIach TEMOCTaTHIECKas Tepanus B poax u 0e3 mpose-
JICHUSI TaKOBOM, BHE 3aBUCHMOCTH OT akTHBHOCTH FVII
WIIA METOZIAa POAOPA3PEIICHUS, XOTSI MEIUaHa aKTHBHO-
ctu FVII B mma3me cocrasisa Beero 5,5 %.

CrnemyeT oOCyIUTh €Ille OJJMH aCIIeKT 3aMECTHTEIbHON
TeMOCTAaTHYECKON Tepamuu. JTO — TMOBBIIICHNE PUCKa
TPOMOOTHYECKUX OCIIOKHEHUH, 4TO 0COOCHHO aKTyalIbHO
C Y4eTOM COOCTBEHHBIX PUCKOB TPOMOOTHUECKUX OCIIOXK-
HEHHH, CBSI3aHHBIX ¢ OepeMEHHOCThIO. [ eMopparndeckuit
IUaTe3 HE 3alWIIacT OT Pa3BUTUS TPOMOOTHYIECKUX

! Kimanueckue PEKOMCEHAAIUHU. PCZ[KI/IS Koaryjonatuu: HacJea-

cTBEeHHbII Aeduuut ¢akropoB ceeprthiBanus kposu I, VII, X.
HarmmonaneHoe remaronorudeckoe oOmecTBo. HaruoHanibHOE
00IIECTBO AETCKUX IeMaTOJIOr0OB U OHKOJIOroB 2018.
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ocnoxHeHuil. [Ipy mpoBeeHNN reMoCTaTUYeCKOr Tepa-
MUY TTOCIICONIePAIMOHHBIE TPOMOO3BI H TPOMOOIMOOTHN
HE SIBIIFOTCS PENKOCTHIO y TIAIMEHTOB ¢ reModurieit
A [10], a ctpagaromue Oone3Hplo BuinieOpanma npu 3a-
MECTUTEIIEHOW FeMOCTaTHYECKOM Tepaluy CKIIOHHBI CKO-
pee K TPOMOOTHUYECKHM OCIOKHEHHUSIM, YeM K KPOBO-
TederusM [11]. JIaHHBIX O YacTOTe TPOMOOTHUYECKHX
OCJIOKHEHHH B Teprox OEpeMEHHOCTH Y JKCHIIWH C TH-
MIOTIPOKOHBEPTUHEMUEH B JINTEPAType HET, TEM HE MEHEe
B IIEJIOM B MOMYJLIIUHM TPOMOO3BI IPU THIOIPOKOHBEP-
THHEMHHU BCTpedarorcst y 3—4% OONBHBIX, B TOM YHCIE
pu TsDKenor opme 3abonepanust [12, 13]. DTo Hakia-
JIbIBA€T OIpENEJICHHbIE OIPaHUYEHUS] HA UHTEHCUBHOCTh
TPOBOIMMON TeMOCTaTn4decKoi Tepanun. OpuruHaATEHBINA
BapHaHT pereHus mpoodiemMsl 0pu1 npeytoxkeH J.F. Comes
" coart. [14]. OHm s oOeclieueHnsl KecapeBa CEUCHUS
y 27-neTHel MAIMEeHTKA ¢ TEMOPPAarndeCcKiM aHAMHE30M
nucnone3oBanu rFVIla B mo3e 20 MKI/KT, KOTOpPBIA BBO-
qur 3a 30 MUH 10 oTmepanvy U jainee — Kakaple 3 49
B TEUEHHE 2 CYTOK, IPOBOAS OTHOBPEMEHHO TPOMOOIIpO-
(brITaKTHKY PHOKCANapuHOM 110 40 MI/CyT B TE€UECHHE 5 CYT
I0CJIe POlOpa3pelILeHHUS.

Hpyro#t noaxox nzdpanu S.M.A. Zaidi u coasr. [15],
KOTOpBIE AJIi KOHTPOJSA 3a IPOBOAUMON reMocTaTruye-
CKOM Tepammel ucnoip30Baiu TOI, 4To MO3BOIUIO UM
cobmoctu GaaHc Mexay 3((HEKTUBHBIM TeMOCTa30M
Y YMEHBIICHHEM PHCKA TPOMOOTHUYECKHUX OCIIOKHEHHH.
B T0 e Bpems otHOmeHne k TOI' kak MeTory MOHUTO-
pHUHIa reMoCTaTUYECKON Tepanuy y NalueHTOB C THII0-
MPOKOHBEPTUHEMUEH HEOJHO3HAYHO. B uccnenoBaHnu
CKaHJMHABCKUX aBTOpOB [16] He ycTaHOBIEHO KOppe-
IUUM Mexny pesyasratamu 1Ol M KIMHUYECKUMU
MPOSIBJICHUSAMU KPOBOTOYMBOCTH Tipu Aedunure FVII.
Bnpouem, kak U He YCTaHOBJIEHO CBSI3U MEXAY PE3YJlb-
TaTaMH TeCTa TeHepaluyd TPOMOWHA W KIMHHUKOW B TOH
ke pabote, aktuBHOCTRIO FVII 1 kimHWKOH B 00Cy»Xma-
eMBIX paHee MyONnKaIusIX.
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