44

CLINICAL CASE

DOI: 10.56871/2662.2022.29.14.006
VYIK 611.131+616-005.6/.7-07-08+616.15-053.86+575.113

TPOMB03 BETBE JIEF0YHOM APTEPUN Y BOJIbHOI

C FEHETUYECKOM coOPMOI TPOMBODMITHN

© Anexceti Buxmopoeuu Cuzos, Examepuna Eseenvesna Bopobwvesa

Cankr-IleTepOyprekuii rocy1apCcTBEHHBIH eauaTprdeckuii MeguinHckuil yausepeutet. 194100, Canxt-IletepOypr,

JluroBckas yi., 2

KonrtaktHas nundopmanus: Exkarepuna EBrenseBHa BopoObeBa — accucTeHT Kadeaps! GakyIbTeTCKON Tepanun
uM. ipod. B.A. Banpamana. E-mail: kolcheva.ekaterina@gmail.com

Ilocmynuna: 30.08.2021

Qooopena: 15.12.2021

Ilpunama x newamu: 25.01.2022

PE3IOME. B reneze TpomM0030B JETrOYHON apTepWH B IMOCIEAHHUE TOABI OOJBITOC 3HAUCHHE
HpUIaeTCs HacIeACTBEHHBIM TpoMOopmiusaM. B nanHON cTaThe 00CYXIAIOTCS TEHETHYECKHE
ACHEKThI pa3BUTHS TPOMOODUINI, OUCHIBACTCA KIMHUYECKHH Caydail TUarHOCTUKH TpoMOo3a
BETBEH JIETOYHOH apTepun y OONBbHOH ¢ TreHeTnueckoi Gpopmoit TpomOoduInu ¢ Myranuei B
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SUMMARY. In the genesis of pulmonary thrombosis in recent years, great importance is at-
tached to hereditary thrombophilia. This article discusses the genetic aspects of the development
of thrombophilia, describes a clinical case of diagnosing thrombosis of the branches of the pul-
monary artery in a patient with a genetic form of thrombophilia with a mutation in the SERPINE1
5G/AG gene.
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BBE[EHUE

TpomboaMO0Hs erouroit apreprn (TOJIA) —
9TO KJIMHUYECKUH CHMIITOMOKOMILIEKC, BO3HU-
KaloIUil BCIIECTBHUE TIONAAaHUS C TOKOM KPOBHU
9MOO0JIOB MM UX ()ParMeHTOB B CUCTEMY JIETOU-
HOM apTepHH, YTO IPUBOJIUT K 3aKYIIOPKE OCHOB-
HOTO CTBOJIA JIETOUYHOW apTepHH WJIM €€ BETBEH.
lopasno pexe HabrOHaeTCS MecTHOE (POPMUPO-
BaHUE TPOMOOB B CHCTEME BETBEH JIETOUHOU ap-
tepun (Tpom003 in situ).

[lepBble ymoMHHaHUS KIMHUYECKHX MpPO-
ABJICHUM OCTpOro TpomOO3a AATHUPYIOTCS Bpe-
meHamu CpenHeBekoBbsi U 310xu Peneccanca.
OCHOBOIIOJIO)KHUKOM TE€OpHUH TpoMOooOpazoBa-
Hus seuserca Pynoned Bupxos. Ha ocHoBanum
MHOTOJIeTHEH padoTel (6onee 10 jet) Bupxos
omyOIMKOBa TPy MO Ha3BaHHEM « TpomMOO3bI
1 5MO0JIMNY», TIPU 3TOM OH TI0JIaraj, 4To TpoMO03
JIETOYHON apTepHH MOXKET BO3HUKATh M BHE CBSI-
3U ¢ TPOMOOIMOOTHIMU.

Ceropns mpobiema BEeHO3HOTo TpomOo3a H
JIETOYHOH SMOOJINU TaKKe OCTACTCsI aKTyaJIbHOH.
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3TO0 0JJHO U3 CaMBIX PACIPOCTPAHEHHBIX CepACY-
HO-COCYIUCTBIX 3a00JI€BaHNi, U B OOJBIINHCTBE
CTpaH MHpa M0 MoKa3aTessaM cMepTHoCcTH TOJIA
YCTyIaeT TOIbKO HH(PAPKTY MUOKAp/ia U HHCYIIb-
Ty. [lo nanusiM peructpa ICOPER, tpexmecsu-
Hasg JeTanbHOCTh OonmbHBIX ¢ TOJIA — 17%.
[IpubnuzurensHo 25% manueHToB MOTHOAIOT B
TIepPBBIC YaChl WM CYTKU MOCIIE STTU30/1a MACCUB-
ot TOJIA.

Camas dgacras npuuunHa TOJIA — Tpom603
1yOOKHX OCJPCHHBIX, MMOJB3AOIIHBIX BEH U Be-
HO3HBIX cruieTeHui Tasza. Pexxe TOJIA Habmro-
JIAETCSl TIPU TPOMOO3€e TIIYOOKHX BEH TOJICHEH U
ele pexe — npu TpoMO03e BeH BEPXHUX KOHEU-
HOCTE 1 MpaBbIX Kamep cepauna. OgHaKo 4yacTo-

Ta TOCIEJIHUX BO3pACTaeT MPH MeplarelbHON
apuTMHuH. BeTpewaemocTh NepBUYHBIX TPoMOo-
30B JIETOYHOW apTepHH 3HAYUTEIBHO MEHbIIAs, B
reHe3e UX B [TOCJIEAHHE TOJbl OONBIIOE 3HAUCHUE
IpHUIAeTCs HaCIeICTBEHHON TpoMOohmiIny.
TpomOodunmeit Ha3pIBalOT HAPYIICHUS TeMO-
CTaza W TEeMOPEOJIOTHH, KOTOpPhIe XapaKTepH3y-
FOTCSl TIOBBIIIEHHOW HAKJIOHHOCTHIO K Pa3BUTHIO
TPOMOO030B KPOBEHOCHBIX COCY/IOB M HIIIEMHH Op-
rauoB [3]. [lepBeic ymoMuHAHUSA O TPOMOOPHITHH
JatupoBaHbel cepennHoi 70-x romoB XX Beka.
B 1965 romy HopBexckuii uccnenoBarens Onad
Orepbepr BIEpBBIC OMUCAl CEMbIO, B KOTOPOM
CKJIOHHOCTh K BEHO3HBIM TpomOo03aM HaOJtoa-
JIaCb Ha NPOTAKCHUNU HCCKOJIbKUX MOKOJICHHH.

Tabnuya 1

I'eneTnueckue HOJ'II/IMOp(I)I/I?)MI)I, BJIMAIOMIME HAa CBEPTHIBAIOIYIO CUCTEMY KPOBU

®DaxTop Koaryyisanun

Ten

Aunenb

®daxtop V (myrauus Jleiinena)

1691 (R506Q)G—>A

G/A — rereposurotHas Gpopma
A/A — roMO3UTOTHAS

R2 4070 A—>G G/A — reteposurorHas
G/G — romo3urorHas
®axrop II (mporpoM6uH) 20210 G—>A G/A — rerepo3urorHas

A/A — romosurorHas

Wurubutop akTuBaTtopa mia3MHHOT€HA

PAI-675 4G/5G

4G/5G-4G/4G — roMo3uroTHas

®axrop I (pubpunoren) Fibrinogen B-455G—>A G/A — reteposurorHas
A/A — romo3uroTHas
daxrop VII FVII-323-A1/A2 A1/A2 — rerepo3uroTHas

A2/A2 — romosurorHas

FVII-402G/A

402G/402 A —reTepo3uroTHas
402A/402 A — roMo3uroTHas

FVII-401G/T

401G/401T —reTepo3urorHas
401T/401T — romo3uroTHas

FVII323-ins/Del

323-D/I — reTepo3urorHas
323-1/I — romo3uroTHas

Anienan MeMOpaHHBIX IMKONIPOTEHI0B GPIBA-ST>C TC — retepo3urotHas
TPOMOOIIUTOB CC — romo3uroTHas
GP613254Y>C TC — retepo3urorHas
CC — roMo3uroTHas
GPIba-5T>C TC — rerepo3urorHas
CC — romo3urotHas
P2RY12 T744>C T/C — retepo3urorHas

C/C — romo3urorHas

GPla 873 G>A

G/A — rerepo3urorHas
A/A — romo3uroTHas

GPIII (1565T>C)

T/C — retepo3urorHas
C/C — romo3uroTHas

MerunenrerparuapodonarpeyKkrasa

Ala223Val (C677T)

C/T — rerepo3uroTHas
T/T — romo3urorHas

®akrop XIII

Val34Leu

Val/Leu — retepo3urorHas
Leu/Leu — romo3urorHas
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Tpombodunnu moxpasneisitoTcst Ha Haciem-
CTBCHHbIE M IpPHOOpeTeHHble. TEepMHUH «Ha-
CIIEZICTBEHHAs TpOMOOQMINA» NOpeAronaraet
HaJIM4YUEe TEHETHYECKOro paedexTa, Iepenaro-
LIerocst 1Mo HacleACTBY U 0OYCJIOBIMBAIOLIETO
IIPEIPACIIONOKEHHOCTh K Pa3BUTHIO TPOMOO30B.
[TonoGHOE cOCTOSIHME MOXKET JOJroe BpeMms,
UHOIJIA B TEYEHHUE BCEHl KM3HU, HE OCJIOKHATh-
¢ TpoMOOoTHUYeCKMMH TposiBiIeHusIMH. OJHAKO
B pE3yJIbTaTe «IPOBOIUPYIOIIET0» BO3JICHCTBUS
(pu3uveckue HAarpy3KH, TPaBMbl, BHYTPUBEHHBIC
MaHUIYJSIUU, XUPYypruuecKre BMeIIaTelbCTBa,
0EepeMEHHOCTh, OHKOJIOTHUECKHI MPOLIECC) PUCK
pa3BuTHs TpoMOO3a Y MalUeHTa C HACJIEACTBEH-
HOM TpomMOodwmiIrell CyIecTBEHHO BO3PacTaerT.
[IpuoOpeTeHHble TPoMOO(HUINN BO3ZHUKAIOT B
pesyibrare Opyrux 3a0o0jieBaHUM U COCTOSIHHUH,
TaKnX Kak aHTU(HOCHONHUITHTHBIN CHHIPOM, MUE-
nmonpoiudepaTUBHBIC 3a00JEBaHMS, CaxapHBINA
nrabeT, MPUOOPETCHHBIN AeHUIUT aHTUTPOM-
ouna III, rumepromonncrenHeMus, a TaKXe B
pesyibTaTe mprueMa HEeKOTOPBIX JIEKAPCTBEHHBIX
npenaparos [7, 8]. Knunauuecku o TpoMOodummm
CBUICTEIBLCTBYIOT PEIMIUBUPYIOIINE TPOMOO3BI
pasiauyHON JloKanu3auuu (B TOM 4yMcie B Oac-
ceifHe JIeroyHol apTepuu), HHPApPKTHl OPTraHoB,
Pa3BHUBAIOLINECS Y OTHOCHUTEIBHO MOJOABIX IIa-
nHeHTOB (1o 50 JeT), OTATOIMICHHBIA CeMEHHBIN
aHamHe3. Hamuune moBTOpHBIX TpoMOO30B IO-
3BOJISIET 3al0JO3pUTh TpoMOoduanio ¢ Ha3Ha-
YEHUEM COOTBETCTBYIOIIETO JabopaTopHOro 00-
cienosanus [2, 3, 7].

OnHako OUArHOCTUPOBATH HACJIEACTBEHHYIO
TPOMOO(QWIHIO C UCIOIB30BAHUEM CTaHIApT-
HBIX KJIMHUYECKUX M PYTHHHBIX JIaOOPaTOPHBIX
METO/IOB HE MPEJCTaBISIeTCS BO3MOXHBIM. BbI-
SIBIICHUE JAHHOW MAaTOJOTMH CTalo JTOCTYIHBIM
MocJie BHEAPEHUs B MPAKTUKY METOJOB I'CHETH-
YEeCKOro TecTUpoBaHusi. [ eHeTnyeckue uccieno-
BaHUS 3aKJII0YAIOTCS B OOHAPY>KEHUH B TEHOTHUIIE
MOJUMOP(HU3MOB, MOBBIIAIOIINX PUCK PA3BUTHL
TpoMOOpHITHH.

B 3aBuCHMMOCTH OT TEHETHMUYECKHX Hapylle-
HUI B CHUCTEME IreMocTa3a MOTYT HaOIHIaThCs
pa3IuYHBIe M3MEHEHUS: Ha dTamax Tpomboobpa-
30BaHus U QuOpuHONM3a (reHsl (axropos I, V,
VII, ¢dubpunorena, anturpombuna III, marn6u-
Topa akTHBaropa ruazMuHoreHa PAIl u np.), B
pe3yibraTe HW3MEHEHHUs TOHyca COCyHOB (TeHBbI
NO-cunrerassl, red GNBGNB3 u ap.), a Takxe
BCJICAICTBUE HApPYLICHUS B PETYISIUH (HOJIaTHOTO
nukina (MTHFR, MTR wu np.) [3, 10]. Hexotopsie
FEHETHYECKUE MONUMOP(PHU3MBI, BIHUSIOIINE Ha
CHCTEMY TeMocTa3a, MpeacTaBiIeHsl B Tabnuue 1.

K 4acTeiM reHeTHUECKUM NPUYMHAM HaCJe[-
CTBEHHOW TpOMOOGDUINN OTHOCSTCSA MYTaIlus

G1691 A B rene pakropa V cBEpThIBaHUS KPOBH
(Jletinena), mytamust G20210A B reHe npoTpoM-
ouna (¢akrop Il cBepThIBaHUS KPOBH), TOMO3H-
rotHas mytanust C677 T B rene 5,10-meTunente-
TparuapodoiaTpeIyKTassl; K peakuM — nedu-
nut anTutpombuna III, medunur nporemna C,
IeUuIUT poTenHa S; K 04eHb PEIKUM — IHC-
dbudbpunorenemus, gedhunut kodaxropa Il rema-
pHHA, BBICOKUH YpOBEHb HHTHOUTOpA aKTHUBATO-
pa ria3sMHHOTeHa, U3MEHEHHE TPOMOOMOTYIINHA,
TOMO3UTOTHAsl TOMOLUKMCTUHYpUs 1 11p. [1, 9, 12].

K nambonee omacHbIM TEHETUYECKHUM H3-
MEHEHUSIM, OIPEACISAIONIIM BBICOKHH PHCK
TpomMO00OpazoBanus [4—6], OTHOCAT MYTaIlHIO
20210 G>A B reHe npoTpoMOMHA M MYTAalHIO
1691 G>A B rene dakropa V (myranus Jlei-
JICHA).

B namem kinuHHuYeckoM ciyyae OyneT pac-
CMOTpPEHa TeHEeTHYeCKasi MyTalusi HHTUOUTO-
pa akTuBaropa IasmuHoreHa l-ro tuma PAI 1
(SERPINE1). 3T0oT reH HaxoauTcsl Ha JTHHHOM
miaede 7-i comarmdecko xpoMmocombl (7q21.3—
q22). Janueli (akrop reMocTaza BIHSET Ha
CHIKEHUE (UOPUHOIMTUYCCKOTO TOTEHIIMANA.
I'en SERPINEI xonupyet Oenok, 3aMeaIsTIOLIHiA
paboTy TKaHEBOTO aKTHBAaTOpa ILIa3MHHOTEHA
U YPOKHHA3bl, KOTOpPBIE, B CBOIO OYepellb, CIIO-
COOCTBYIOT IIEepexoy MJIa3MHUHOIeHa B MJIa3MUH,
pacmierusiromuii GudpuH TpomoOoB [11].

B mpomoropHoii obmactu reHa PAI-1 ecthb
Y4YacTOK, KOTOPBI MOXET COAEpKaTh M0CIIe10Ba-
TEJIBHOCTB JIN00 U3 YEThIPEX OCHOBAHHMM I'yaHHHA
(4G), mu6o m3 matu (5G). IlockoapKy y denoBe-
Ka MMeeTcs JIBe KOTIMU KaKIO0To TeHa, B MOIMyJIs-
MM BO3MOXKHBI TpH Bapuanrta reHoruna: 5SG/5G,
5G/4G, 4G/4G [8]. [Ipu TOMO3UTOTHOM BapuaHTE
nomumopdusma 4G/4G yposens skcnipeccun PAIL
Ha 30% BbIIIE, YeM TpU reTepo3urotHoM. [lpu
Hanuuu myTanuu reia 4G/4G BeposTHOCTD pas-
BUTHS TPOMOOQHINHM 0COOCHHO BBICOKA. Y 00JIb-
HbIX ¢ MyTammed 5G/4G creneHb mpenpacnono-
JKEHHOCTH K TPOMOOQWINM MEHbLIE, HO TaKKe
HEPENIKO PeaIn3yeTcs KIMHUYECKH.

KNWHWYECKOE HAB/HOLLEHUE C MYTALMEN B FEHE
SERPINE15G/46 Y b0/IbHOMN 46 NET

[TammmenTka X., 46 metr, ObuTa IKCTPEHHO
TOCTIUTAIM3UPOBaHA B KIMHHUKY 22 CEHTIOpA
2018 1. B 11 gacoB ¢ xamobaMu Ha BEIPAKEHHYIO
c1ab0CTh, YYBCTBO HEXBATKH BO3/yXa, OJBIIIKY,
YCUJIMBAIOIIYIOCS JaKe MPU MUHUMAIbHOU (hu-
3MYECKON Harpyske, C:KuMaronue 0O0ju B Ipe-
KapaualbHOU oOnacTu. llepedyuciieHHbIE Kao-
OBl BO3HUKIIM OCTPO. YTPOM 3TOTO JHS Ha (hOoHE
MOJIHOTO Oaromoixy4usi pa3BUIOCh CHHKOIAIb-

UNIVERSITY THERAPEUTIC JOURNAL

VOLUME4 N1 2022

ISSN2713-1912



KNUHWYECKMA CYYAQl

4]

HOE COCTOSIHUE C MOCJEAYIOLUUM Pa3BUTHEM BBbI-
HIeyKa3aHHBIX CUMNTOMOB. bbla BeI3BaHA CKO-
pas MeAWIMHCKas ToMolb. [Ipu BhIMONHEHHH
anekrpokapaunorpadun (IKI') peructpuposancs
CHUHYCOBBIH PUTM C 9aCTOTON CEpACYHBIX COKpa-
mennii (UCC) 90 ymapoB B MUHYTY. OTMEUCHBI
OoTpHuIaTeNbHBIE 3yOIl 7 B TPYIHBIX OTBEIe-
Husix V,—V;. Tocnuranu3upoBaHa ¢ JIHMarHo3oMm
«OcCTpbIil KOPOHAPHBIM CHHIPOMY.

B anamuese penkue ocTpble pecrnupaTropHble
3a0oneBanust. XpoHUUECKHUEe 3a00JIeBaHUS OTPH-
najga. ONHUJIEMUOJIOTMYECKUIT aHaMHEe3 CITOKOM-
HBII. AJUIEproJoru4eckuii aHaMHe3: oTMedalia
KpalMBHUIY Ha mpueM aukinodenaka. [wmHe-
KOJIOTHYECKHI aHamMHe3: OepeMeHHOCTel — §;
pomoB — 3, aboptoB — 5. YkazaHus Ha 3a00-
JIeBaHMs, CBsA3aHHBIE ¢ TpoMOodumuenr (TIJIA,
TpoM0O03 HIKHUX KOHEYHOCTEH, WH(PAPKT MHO-
Kapja HEesICHOTO TeHe3a U IPyTHe), OTCYTCTBYIOT.
OmnepaTvBHBIE BMEIIATENHCTBA, IEPEIUBAHUS
KpOBH, BUPYCHBIE TeNaTUThI OTpuIaia. Bpeansie
MpUBBIYKY oTpunaia. He paborana.

Ha MomeHT rocniuranusanuu o0beKTUBHO CO-
CTOsSIHME cpenHel creneHu TspkecTH. Co3HaHUe
sicHoe. TenmocnoxxeHne HopMocTeHnUYeckoe. Tem-
neparypa tena — 36,5 °C. Oteku He onpeaens-
muck. llepudeprnyeckne nmumdoy3nbl HE Mab-
nupoBasick. OOparian BHUMaHWEe BhIPAKCHHBIN
[IMaHo3 T'y0, B OCTaJbHOM — KO)KHBIE TTOKPOBBI
Y BHUJUMBIE CIU3UCTHIE 000JIOYKH HOPMAIbHON
okpacku. Ilynec — 90 ynapoB B MUHYTY, CHUM-
METPUYHbIA, PUTMUYHBIM, YIOBIECTBOPUTEIb-
HOTO HamoJHEHHUsA. ApTepuasbHOE TaBJIeHHE —
100/60 MM pr.cT. ToHBI cepAuna MPUNTYILICHEL,
omnpenessica akueHT II ToHa Haj Jero4Hou ap-
TepUEH, KOPOTKUI CUCTOJIUYECKUN 1IIYM Ha BEp-
xymke cepaua. IIpu mepkyccuu jerkux ompe-
JIEJIAIICS. SICHBIM JIETOYHBIM 3BYK. J[pIXaHHWe Han
BCEMHU JICTOYHBIMHU IOJISIMH BE3UKYJISIpHOE, Ya-
CTOTa JbIXAaTENbHbIX ABUXKEHUU — 20 B MHUHY-
Ty. X KuBot msarkuii, 6e360ne3neHHbIi. [ledens u
ceJie3eHKa He yBenwdeHbl. [lokonmaunBaHWe IO
MOSICHUYHON o0nactu 6e300j1e3HEHHOE ¢ 00enx
cropoH. Mouenciryckaaue csoooguoe. Ctyn pe-
TYJSIPHBIN, 0(hOpPMITEHHBIH.

Ilo Oannvim nabopamopnozo ucciedosa-
HusA: KIMHUYECKUW aHalIu3 KpPOBM, OOIIMIl aHa-
JU3 MOYM — 0e3 TMaTOJOTHYECKUX M3MEHEHUH.
[Tokazarenn OMOXMMHYECKOTO aHaln3a KpPOBH,
KOaryjiorpaMmbl — B Mpefesnax pedepeHCHBIX
3HaueHnil. OOpaimano Ha ceds BHUMaHUE He3Ha-
YUTEJIBHOE TOBBIIIICHHE YPOBHS TponoHnHa | —
35,9 ar/mn (Hopma ot 0,0 o 26,0 Hr/mm).

Lanusie uncmpymenmansHbix Memooos uccie-
oosanuti. Ha OKI' — putm cunycoBsiii ¢ UCC
90 ymapoB B MHHYTY, OTpHIATeIbHBIC 3yOIel T

B orBeacHusx V,—V,. C yderom xayno0, He3Ha-
YUTEIBHOTO TOBBIIIEHUSI YPOBHSI TPONOHMHA I,
BIIEpBbIC 3a(UKCUPOBAaHHBIX M3MeHeHnH Ha DKI
B 3KCTPEHHOM MOpSAKE MPOBEIEeHAa KOPOHAPOAH-
ruorpadus, o pesyabraTaM KOTOPOH CTEHO3UPO-
BaHUS KOPOHAPHBIX apTepHil He oOHapyxeHo. [Ipu
BEHTPUKYJIOrpauu 30H TUIO- U AKUHE3UH JIEBO-
ro xenymouka (JIK) mer. [lo manHBIM dXOKapau-
orpadun pazmepsl JK He yBenmuueHsl. Muokaps
He yrtonmieH. Omnpenensyiachk JONOJHUTEIbHAs
xopaa B monoctu JIXK, HeOobIIoi acHHXPOHU3M
MEXKKETYJOYKOBOH meperopoaku. [moGanbHast
cokpatumocts JIXK B HOpMme. [lmactonmyeckas
¢yuxuus JOK He napymena. JleBoe mpencepaue
HE paclIMpeHo. AopTa HE3HaYUTEIbHO pacIlu-
peHa B BocxozsmeM otnaesne. CTeHKH aopTsl 0e3
0COOEHHOCTEH. AOPTaNbHBIA KIIAIlaH COCTOUT W3
TpeX MOIYJIyHUH, 0e3 OrpaHUYEHHUS] PACKPBITHUS.
CTBOpPKM MHUTPAjJbHOIO KjlallaHa HE HM3MEHEHBI,
MuTpanbHas peryprutarus 0—I crenenu. I1paBsie
KaMepsl He pacmupeHbl. CTBOJN JIETOYHOW apre-
PUU HE3HAYUTENIBHO paciuuped. [1ylbMOHaIbHBIN
Y TPUKYCIUAAIBHBINA KiIaraHbl — 0e3 0COOeHHO-
CTEeH, TPUKYCIUAANIbHAS perypruranus [ creneHnu.
Cucronnueckoe AaBjeHHE B JIETOYHOW apTepuu
MOBBIIIEHO 10 49 MM pT.cT. HmxHss monasg BeHa
HE3HAYUTEJBHO paclIMpeHa, KoJIaOMpoBaHUE
nocraroynoe. Ilepukapn 0e3 ocoGenHnocrei. 3a-
KJIIoYeHHe: jeroyHas runeprensus -1l crenenu.
PexomennoBano uckiIrouuTh TOJIA.

C ydetoMm aHamHe3a 3a00J1eBaHMs, 00BEKTHB-
HBIX JIaHHBIX, PE3YJIBTaTOB 3XOKapAHOTpapuu
y OONbHOW HENb3s OblI0 MCKIIOUnTh TOJIA, B
CBA3M C YeM TMAalMeHTKE BBINOJHEHA CIHPajlb-
Hasi KOMIBIOTepHasi ToMorpadus opraHoB rpya-
HOM KJIETKHM B aHTMOPEXHME, M0 pe3ysibTaTam
KOTOpPOH BBISIBJICH MAaCCHUBHBIM JIBYCTOPOHHUMU
TpoM003 BeTBeil serounoil aprepun. C LENbIO
BBISIBJICHUS! MCTOYHHMKA TPOMOOB NPOM3BEACHO
yasTpa3BykoBoe uccienosanue (Y3U) opranos
MaJIoro Ta3a, B X0J¢ KOTOPOro Bepu(pHLIupOBaHO
BapUKO3HOE pacIlipeHue BeH Maioro Ttasa. Ilo
naHHbeiM Y3U BeH HMKHUX KOHEUHOCTEU BBISIB-
JIEHO BapUKO3HOE pacCIIMpEHNE BEH HIKHHX KO-
HegHocTel. TpoMObBI He oOHapykeHbl. C yaeToM
OTCYTCTBHS HMCTOYHHKOB TPOMOOB TNpOW3BENCH
TeHETUYECKHI CKPUHUHT Ha TPOMOOQDUINIO, BbI-
spneHa myTanust B reHe SERPINE1 5G/4G.

TakuM 00pa3oM, y MAIMEHTKH BEHISBICHA Te-
HeTndeckas Gopma TpoMOOQHIMH C Pa3BUTHEM
KapTUHBI MAaCCHUBHOTO JBYCTOPOHHETo TpomOo3a
BeTBEH Jierounoii aprepuu. llpu sTom TpomMO030B
B IIepUepHUECKUX BeHaX (BEHaX HMKHUX KOHEY-
HOCTEH, Manoro tasza) He oOHapyx)eHO. MOXHO
npearnoararb, 4yTo y MalUEHTKH HaOI0galoch
pa3BuTHE TpOMOO3a BETBEW JIETOYHBIX apTepuid
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in situ. OJJHaKO, YTO MOIVIO CIIPOBOIIMPOBATH pas-
BUTHE 3TOr0 TpoM0Oo3a Ha (OHE TeHETHUECKOM
MIPEIPACIIONIOKEHHOCTH K TpOoMOOGWINU, Tak U
OCTaJ0Ch HEACHBIM. BBUIO PEKOMEHIOBAaHO Te-
HETHYecKoe 00cIeIoBaHNe Jouepeil MarMeHTKH.
OHO OBUIO BEHITIOJHEHO TOJIBKO Y OJHOW M3 HHUX.
IIpu 3TOM OHa Takxe OoKa3ajgach TOMO3UIOTOM IO
myTtaruu B reae SERPINE1 5G/4G, kak u Marh.
OnHako KIMHUYECKH JJ0Yb MTPAKTHYECKHU 30POBa.
bbuto  pekoMeHs0BaHO TPOBECTH T'eHETUYECKOE
o0clieloBaHue MaTepH MAIlMEHTKH U IBYX JIPYTUX
ee JIouepen.

Ha ¢one npoBoaumMoii Tepanuu npenapaTamMmu
KcapenTo 15 Mr 2 pa3a B CyTKH M METOINPOJION
12,5 Mr 2 pa3a B CyTKH B TeUeHHUE 3 HENEIb CO-
CTOSIHHE OOJBHOW YIYYIIMIOCH: 3HAYUTEIHHO
YMEHBIINWJIACh ONBIIIKA, OBBICUIACH TOJEPAHT-
HOCTH K (PU3HUYECKOI Harpys3Ke.

[Ipu BEIMIHICKE TAIIIEHTKE OBLT pEKOMEHTOBaH
MMOKU3HEHHBIA TpreM Kcapento 20 MT B CyTKH.
B nunamuke GonmbHas Mpoxouia o0caeoBaHNe
B YCJOBHSX CTal[MOHApa Ha MPOTSHKEHHUU TPex
JIeT ABa pa3a B roja. Eif IOBTOPHO BBINOJIHSINCH
nabopaTopHble ¥ MHCTPYMEHTAJIbHBIE METOIbI
HCCIEJIOBaHus, BKJIIOYas peHTreHorpaduio op-
raHOB T'PYAHOW KIJIETKH, COUPAIBHYIO KOMIIBIO-
TEPHYIO0 TOMOTpaui0 OpPraHoB IPyAHOH KIETKH
B aHTHOpPEXUMeE, IXoKapauorpaduro. J[aHHbIX 3a
MaTOJIOTUYECKUE U3MEHEHUSI HE BbIsBIICHbI. JKa-
71006 B abHEHIIeM HE pelInBUPOBAIIH.

SAKNHYEHNE

B npencraBieHHOM HaM¥ KIMHUYECKOM CITy-
Yyae OMMCHIBAETCS Pa3BUTHE MAaCCHBHOTO TPOM-
003a BeTBeW JIETOYHOW apTEepUu y MAIHCHTKH
C HacJeACTBeHHOH Qopmoii TpomOodIHNH,
accomuupoBanHo ¢ myrtarueit SERPINE] u
remotunioM 5G/4G. IlpaBwibHas IUAarHOCTH-
Ka 3TOW HENpOCTOW A KJIMHUIMCTA MAaToJIo-
UM, a TaK)Ke MMEIOILIHUECS B apceHaje Bpadei
COBpPEMEHHBIC CpPEJCTBa €€ MEIUKaMEHTO3HOM
KOPPEKIIMH MMO3BOJISIIOT PAaCCYUTHIBATh Ha OJia-
TOMPUATHBIN MPOTHO3 Y JaHHOW KaTErOpUHU Ta-
LIUCHTOB.
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