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NccnepoBaHue PesynbTaT KoMMeHTapui

KomnnekcHoe nccnegoBaHne CM.KOMM. Y nauueHTa He 6bl/10 06HapPY)KEHO MATOreHHbLIX M BEPOSITHO NMATOrEHHbIX

(HemoCTaTOYHOCTb BapVaHTOB B 3k30He 2, 7 reHa SERPINC1, ak3oHe 11, 12 reHa PROS1, npoteunHos C, S, AT III)
3k30He 3, 7 reHa PROC

—————————————————————————————————————————————PesyALTaT ApUAGRAcTER Ha-oTAeAbHOM BaHke————M8

WcnonnuTenb Mewkosa H.I., Bpay KIMHUYeCKoi nabopaTopHOM AMarHOCTUKM

KoMMeHTapun K 3asiBKe:

KnuHuko-nabopaTtopHble nccnegosaHus BbinosiHeHsl B 000 «MHBUTPO Cl6», CucteMa MeHeXKMeHTa KayecTBa KOTOporo
ceptudumumpoaHa B AO "Btopo Beputac CeptudumkenH Pycs" no MC ISO 9001:2015 n FTOCT P MCO 9001-2015

BHuMaHune! B aneKTpoHHOM 3k3eMnnsipe 6/1aHka Ha3BaHWe UCCNeNoBaHNS COAEPXKUT CCbINIKY Ha CTPaHWLYy caiTa C ONMCaHMEM
nccneaoBaHmns. Www.invitro.ru
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Pe3ynbTaTbl MCCIeA0BaHWUIA He SABNAIOTCA AMArHO30M, HeObXoAMMa KOHCYIbTaumsa crneuuanmcra.
M.M. / Noanuck Bpaya

crp.lusl



MH3 999999999

Onucanune

Tect Tect TectoBHa o6cnenoBana B OO0 «HezaBucumas aboparopust
MHBUTPO» no npoduito Ne7318: nenocrarounocts nporenna C, mpoTerHa S 1 aHTUTPOMOHMHA
III mpu TpomGodmmmu (mouck myrtaruii B 3k30Hax 2, 7 rena SERPINCI, sx3onax 11, 12 rena
PROSI, sx30nax 3, 7 rera PROC).

IIpoteun C, nmpoteun S, antutpoMOuH III sBIsIIOTCA €cTECTBEHHBIMU AaHTUKOATYJITHTAMH,
NPeOTBPALIAIOIIMMHI H30bITOUHOE TpoMOooOpazoBanue. Bpoxnenusiii neduuut nporeuna C,
npotenHa S unu anturpom6uHa Il BersiBisercs B 15 % ciydyaeB HEOOBACHUMBIX CIIOHTAHHBIX U

PEIUIUBHPYIOMUX TPOMOO30B TITyOOKUX BEH y MAlIMEHTOB MOJIOJIOTO U CPETHETO BO3pACTa.

IIporeun C (axtuBHpyeMmsbIii Gpaktop cBeprhiBanus XIV, protein C, PROC) — ocHoBHOIA
€CTECTBEHHbIN aHTUKOATYISIHT. CUHTE3UpyeTCs B MeUeHU U sBiisgeTcs BuTamMuH K-3aBucumeiv. B
HopMe npoTerH C OJOKHpYyeT akKTUBHOCTH (hakTOpoB cBepThiBaHus Kposu (Va u VIIIa), u Takum
00pa3oM MmpensTCTByeT 00pa3oBaHUIO TPOMOOB.

[Iporenn C komupyercst renom PROC, B Hacrosiiee BpeMss B HeM omnucaHo Oojee 270
MyTalui, IpUBOAAIIUX K Neduuuty npoterna C. Bpoxxnenusiii nepunut nporenna C cBSI3bIBaIOT
C PeUUIMBUPYIOIIUMHU TPOMOO3aMH. DTa MaToNorus BcTpeyaeTcst mpuMepHo y 0,5 % HaceneHwus.
[Ipu rerepo3urotHoil (ogHa Komusi TeHa ¢ myrtanueit) dopme nedurmra mporenHa C pucK
pa3BUTHS BEHO3HBIX TPOMOO30B yBenuuuBaeTcss B 7 pa3. CHUMOTOMBI Te€TEPO3ZUTOTHOTO
HOCHUTEJILCTBA TOSIBJISIOTCS, KaK IMPaBUJIO, MOCJE MOJOBOTO CO3PEBAHUS — IOBBIIIACTCS PUCK
TPOMOO30B U CHIIKAETCS OTBET HA AHTHKOATYJISTHTHYIO Tepanuio. Y MalHUeHTOB C JIeGuiuToM
nporenHa C OoTMeYaeTcsl Tak)Ke MOBBIIIICHHBIM PUCK PA3BUTUS KOKHBIX HEKPO30B MPHU JICYCHUH
OpaJIbHBIMU aHTUKOATYJISIHTAMU KyMapUHOBOTO psifia. ¥ HOBOPOXKJIEHHBIX C TOMO3UTOTHBIM
(Hamuuue MyTanuii B 00eux Komusax reHa) AeuuuroM mnporemHa C BO3MOXKHO pa3BHUTHE

JABCcunapoma.

IIporeun S — Oenok Maa3Mbl KPOBU, €CTECTBEHHBIM aHTHKOAryiasHT. CUHTE3UpyeTCs B
NIEYEHU 1 DHIO0TENNANIbHBIX KIIeTKax npu yuyactuu Butamusa K. [Iporenn S yckopsier paspyuieHue
npoteuHoM C akTUBUPOBaHHBIX (akTopoB cBepThiBaHug Va u VIlla, Tem cambiM IpUBOIUT K

MOJaBJIEHUIO TPOMOO0Opa30BaHusl.



[Iporenn S xomupyercs renom PROSI, B xotopom ommcano 6osee 200 mytarui,
BbI3bIBaroIue Aeuiut nporenHa S. Hacneacreennsiit nedunut nporenna S Berpedaercs y 0,7%
HaceJeHHUs. Y TETEPO3UTOTHBIX HOCHTEJICH IaTOTCHHBIX BapUAaHTOB MOTYT HaOJIr0AaThCs
TPOMOO3BI TITYOOKUX BEH, TPOMOOIMOOIHS JIETOUYHBIX COCY/IOB, MIOBHIIICHHBIN PUCK
HEBBIHAIIMBAHUS OepeMEHHOCTH. PUCK pa3BUTHSI BEHO3HBIX TPOMOO30B MOBBIIICH B 6—10 pa3. ¥V

NH3 862476840

HOCHTEJIEeH TOMO3UTOTHBIX BapUAHTOB WJIM KOMITAyHA-TE€TEPO3UTOT HAOII0aeTCsl MOBBIIICHHBIN
puCK pa3BUTUS TPOoMOO30B B 0o0jee MOJIOJOM BO3pacTe, a TAKKE DPAa3BUTHE HEOHATAIBHOM

nyprnypsl 1 JIBC-cunapomMa HOBOPOKIEHHBIX.

Anturpom6un III (AT 1III) — mIa3MeHHBI TJMKONPOTEWH, €CTECTBEHHBIN
AQHTUKOAryJIsiHT, CUHTE3UPYETCS B [IEYEHU U COCYIUCTOM IHAOTENNU. | 1aBHast PyHKIMS
antutpom6Ouna Il — nnaktuBanms Tpom6uHa (akropa II), a Takxke paxropos Xa, [Xa u Xla.
TakuM oOpa3oM NMPOUCXOTUT MOJaBIEHNE TPOMOOOOpa30BaHUS.

AnTtutpom6uH Il kogupyercst renom SERPINCI, B k0TOpOM B HacTos11€€ BPEMsI OIUCAHO
6onee 200 myTanuii, NPUBOAAIIUX K PA3BUTUIO HACIEICTBEHHON TPOMOOPIIHY.

UYacrora pacnpoctpanenus: Haciuenctsennoro aeduimra AT III cocraBnser oaun ciayyai
Ha 2000-5000 uyenmosek. Y momeit ¢ nmedunurom aHTUTpomMOuHA 70% SMU30[0B BEHO3HBIX
TpoM0O030B U TpoMOoIMOOIuu n€rounoit aprepun (TDJIA) nmpoucxoaut B Bo3pacte a0 S0 ner,
OJIHAaKO, JTU MPOSIBICHUSA PEIKO BCTPEYAIOTCS 1O HACTYIUIEHMs IOJIOBOM 3penoctu. Yacrora
pa3BuTHUsI TPOMOO30B BO BpeMsi OEpPEMEHHOCTH W B IOCIEPOJOBOM NEpHUOAE MNpHu Aeduuure

antutpom6uHa III cocrasuster 18 u 33%, COOTBETCTBEHHO.

B pe3ynbrare npoBeJCHHOTO MOJIEKYJISIPHO-TE€HETHYECKOT0 UCCIIE0BaHMs, B 9K30HaX 2, 7

rena SERPINCI, B sx3o0nax 11, 12 rera PROS1 u B sk30Hax 3, 7 rena PROC naroreHHsIx u

BEPOATHO MATOI'CHHBIX BApHAHTOB HE oﬁﬂapymeno.

JlaHHBII pe3ynpTaT HE MWCKIOYAeT JUarHo3 HacCJEeJCTBEHHOM HEIOCTaTOYHOCTH
antutpomOuna III, mporenna C u mnporermHa S, Tak KaK IaTOT€HHbIE BapHaHTHl MOTYT

pacmojarateCa B APYIrUX OK30HAX, aHAJIW3 KOTOPBLIX HE OBLI IMPOBCACH B paMKaxX AaHHOTO



uccienoBanus. [Ipu coxpaHsromeMcs: MOA0O3PEHUH Ha HACIEACTBEHHYIO (opMy TpoMOohuIuy,
CBSI3aHHYIO C YIOMSHYTBIMH O€JIKaMH, pPEKOMEHIIOBAHO IIPOBECTH HCCICIOBAHUS BCEH

konupyroieit nocienosarenbHocTd reHoB PROC, PROS1, SERPINCI.

B cinyyae He0OXOAMMOCTH MOJyYEHHUs JOMOJHUTENbHON MH(POPMAIUH 110 pe3yibTaTaM

TECTUPOBAHHA PCKOMECHIOBaHa OUYHasd KOHCYJIbTallus Bpada-reHeTUuKa.

Bpau-renerux SImagmu T.A.



