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BBEJIEHUE cemeiinprii anamues HI'T (y pofcTBeHHHIKA bepemennsnie ¢ HI'T - rpynna BbICOKOIo pucKa Mo pa3BUTHIO
KPUTEPUN KIOPACAO MEPBOH CTETICHU POICTBA); KPUTHYCCKHUX AKYIICPCKHUX c.JIyqaeB!
HacnencrBennas remopparnueckas teneanrudkrazus (HI'T, MKb-10 178.0, ©one3nb (amarHo3s cuntaercs
Panmo-Ocnepa-BeGepa) — 9TO  ayTOCOMHO-IOMHHAHTHO HACJIEAYEMOE TEHETHUECKOE O T > HOBTOp}IIOH_[I/Ie.CH CIIOHTAHHBIE HOCOBBIE Jl1g onTUMU3alUMM BEACHHUS JAaHHBIX IIAlUEHTOB HAaMM pa3padOTaH aJITOPUTM OKa3aHUs
3a00JIEBaHUE, XapaKTEPU3YIOLIEECS HAJIUYMEM MHOKECTBEHHBIX KOXKHBIX, CIM3UCTBIX Hannuuu 3 u 6onee KPOBOTCACHIA, MEJMIIMHCKON TOMOIIM JKCHIIMHAM penpoAykTuBHOro Bo3pacta ¢ HIT wa orane
TEJICAHTMAKTA3U W  BUCHECPAIBHBIX  apTEPUOBEHO3HBIX Manbpopmanui (ABM). KpUTEPUEB, BO3MOHbIM — TeNeaHruIKTa3HH — HEOOIBILHIE APKO-KPACHBIE perpaBuapHON MOATOTOBKH U BO BpeMsi OEPEMEHHOCTHU
Pacnpoctpanennocts - ot 1:5000 no 1:8000. 2 KpUTepuUes, IsaTHA, OJICIHCIOT IIPU HaJIaBIMBAaHMH,
B naroreneze HI'T nexur reHernueckuil neexr (MyTalMd B Ie€HaX, Y4acTBYIOLIUX B Ma/IoBEPOATHBIM — €CNU pacnoJiararoTcs B XapaKTepHbBIX MeCTax (Ha
AHTMOTEHE3€) MBIIIEYHOTO W AJIACTUYECKOIO CJIOEB COCYIOB. OJTO IIPUBOAUT K Habnopaertca 1 u3 . JINLIE, TIAJTbLAX, B POTOBOM TOJIOCTH);
HapyILICHUSIM AHTMOT€HE3a, Pa3pylICHUI0 KOHTAKTOB MEXKIY HHJOTEIUAIbHBIMHU KpUTepumes): BHCIIEpAITbHbIE TOPAKEHI, TAKHE KAK JETOUHbIE,
IJICTKaMH, - AnJTaTaliinin HU JIOMKOCTH  KalIWIIIAPOB, 00pasOBAHAIO  MHOXKECTBEHHBIX IIeYCHOYHBIE, IiepeOpalibHbie U Apyrue ABM. AJropHTM OKa3aHHA MeTHITHHCKOH MOMOIIH JKEeHIHAAM PENPOIYKTHBHOTO BO3pAcTa ¢ HACIeACTBEHHOMH
MCHIKOBUAHBIX PACHIMPCHUN KAIIMJUIAPHBIX COCYA0B, CTCHKH KOTOPBIX COCTOAT U3 OAHOIO reMOpparudecKoil TeleaHIHIKTa3Hell Ha 5Talle MperpaBHIapHON MOATOTOBKH H BO BpeMA GepeMeHHOCTH
SHJIOTEIUSA U OKPYKEHBI PHIXJIOM COCAUHUTEILHON TKaHBIO. XapaKkrepucTtuka Hanbonee sHa4YMMbIX NaToreHeTUYecKnx Tunos HI'T
ABM moryr obHapyxuBathcs B Jerkux (B 15-50% cmydaes), meuenu (B 32-84% Tvn BbiABNeHHaA myTaumA B y 6 1. OmpenencHHe TreMorioGHHA, (eppHTHHA. [IpOTHBOAHEMHYECKHE CpeAcTBa IIO
CIIy4acB), JKeNIyaKe U TOHKOM kuiedHuke (B 15-30% cnydaeB), HIEHTpaIbHOM HEPBHOM HIT reHe ACTOTa BCTPEHACMOCTH, OCODERROCTH TOKAAHHSIM.
cucteMe (B 10-20%), mnporekarh OCCCUMOTOMHO WM IPHBOINUTh K TDKEIBIM HIT-1 ENG - reH, Koaupyowmn 52%, npeobnapaetr B Amepuke n CesepHoW 2.  DxokapaHorpadHsi, yIbTPa3BYKOBOE HCCIEIOBaHHE OPraHOB OPIOIIHOM IIOMIOCTH C
HOCJICACTBHSM. 3HAOITNH EBpone, yalle accoummpyeTca C NeroYyHbimmn n IperpasanapHas AOMILIEPOMETPHEH COCYJ0B NeUeHH.
[opMoHaIbHBIE M3MEHEHHSI BO BpEeMsi OCPEMEHHOCTH CIIOCOOCTBYIOT MOAM(PUKALINN uepebpanbHbimn ABM HOACOTOBK —»{ 3. KoHcympTamuA Bpata-OTOPHHONAPHHIONIOra H  Bpada-TepaleBTa (peIlcHHE
COCYIMCTOTO pycja U MOTYT OKa3blBaTh BIMAHME Ha TeYeHUe 3a00jeBaHusi, ycunausas | |HIT-2 ACVRL1 - red, 44%, npeobnasaer B CTpaHax EDEEE;;[E;HEZDFHC pH  HECOOTBCICIBHH - aHEMHH  H - KTHHHKH - HOCOBBIX
HIYHTHPOBAHHE KPOBH qepeu3 AHOMAIBHBIC COCYAUCTLIC PyCIIa. . KOAMPYIOWMM  aKTMBMH- CpeAn3emMHOMOpDA V ApreHTuHe, 4. IK{ILHchILTauHﬂ Bpava-IyIbMOHOIOTA (CKPHHHHT Ha Tero4Hele ABM H peleHHe
Meraananus, nposeneHusiii Dupuis O. et al (2020) u BxmrouyaBmuii 31 uccnenoBanue u peuenTtop-nogobHyto accoummpyeTca € nevyeHouYHbimn ABM 1 BOIIPOCA 08 3MOOIH3AMMH 10 GepeMeHHOCTH).
onucaHusl OTAeNbHBIX cirydyaeB ¢ 1986 nmo 2018 roga, mokasan, 4YTo 4acTOTa KPUTUUECKUX KMHa3y-1 ¥eNyAoYHO-KMLLIEYHbIMU KPOBOTEYEHUAMM 5. KomcyTbTamus Bpada-HeBporora (MPT TOTOBHOTO MO3ra).
aKyIIEpPCKUX COCTOSIHMM cocTaBwia 2,7/—6,8%: remMoTopakc, KpOBOXapKaHbE, TsxKeIas HIT-3 SMAD4 — reH, 1-2%, npoABAAIOTCA CUHAPOMOM HOBEHUNBHOTIO 6. Meanko-reHeTHUeCckoe KOHCYIbTHPOBAHHE ¢ OIpeacleHHeM o0beMa JHArHOCTHKH
TUIIOKCEMHUS, TTapagoKCcaabHbIe dMOOJINH, UHCYJIBTHI M a0CLIECChl MO3ra, a TakXe OCTpast KOANPYHOLLNIA NOAMNO03a C BbICOKMM PUCKOM pPasBUTUA paKa HI'T.
JICKOMIICHCAIMA CEPJCYHOM HENOCTAaTOYHOCTH H3-3a IMOPaXECHUs IeueHU. MarepuHCKas BHYTPUKNETOYHYIO TONCTOM KULLKK
cmeptHocTh Ipu HI'T m serounsix ABM cocrasinsger 1,0% u oOycnosiieHa octpo CUTHANbHYIO MOJIEKYY l. TIH(OPMHPOBAHHE 0 BOSMOKHBIX CHMITOMAX NDOIDECCHPOBAHES 3a00TeBAHHA
BO3HUKIIMMU OCJIOKHEHUAMHU Y KEHIIUH 0€3 TUarHoCcTupoBaHHOU 10 0epemenHocty HI'T HIT-5 GDF2 - reH, Kogupylowmii NposBAseTcs HOCOBbIMW KPOBOTEYEHUAMMU U (KpOBOXApKAHBE) H He0OXO0IHMOCTH HCKTIOUEHHS PasphiBa TeroqHbX ABM.
B CBSI3U C OTCYTCTBUCM CHCIU(DHUICCKUX CUMITOMOB PaHee. dakTop MHOKeCTBEeHHble aTUNNYHO PaCNONOXKEHHbIe 2. AHTHKOAryIIHTHasg HIH  aHTHAarperaHTHas TepamHd 10  ITOKAa3aHHsM.
pocta/anddepeHumnaumm TeneaHrnaKTasum. v KoMGHHHPOBAaHHOE HasHaUeHHEe He PEKOMEHIOBaHO.
3. MOHHTOPHHT caTypallHH. IaGopaTOpHEIH KOHTPOTh VPOBHA TeMOTTOGHHA,
v v BepeMeHHOCTE |, ¢eppurHa. IIpOTHBOAHEMHYECKHE CPEACTRA 110 MOKA3AHIAM.
KNMINMHNMN ECKM N Cnyl.'AM 4. DxokapaHorpadHsa, VIBTPa3BYKOBOe HCCIed0BaHHE OPraHOB OpIOIIHOH IIOJIOCTH C
MDOMILIEPOMETPHER COCYA0B IeueHH Bo Il TpuMecTpe OepeMeHHOCTH H IIO
B nyJIbMOHOJIOrH4€CKOM OT/ACJICHUU B PHIIILL «Matb ¥ auTs» MOKAZAHHSIM.
- 5. KoHCyIbTalHH  Bpada-TepaleBTa, Bpaua-OTOPHHONAPHHIOJIOra,  Bpadya-
BepemenHas, 37 jeT Oblia rOCHUTAIN3NPOBAHA ¢ BIiePBble BOSHUKIINM KPOBoXapKanbeM | | JJIs1 TanbHEHIEro HaOMIOMEHHUS U JICYeHHs JKeHIMHA Obuta nepesenena B PHIIL] Iy IbMOHOOTA, Bpada-HeBpoIora 40 12 Helelb GepeMeHHOCTH, B 24—28 Helel
B 22 Henenu Ha (hOHE BBIPAXKECHHOM TOJIOBHOM OOJIM CO 3pHUTEIbHOMN aypoil. bepeMeHHOCTh «Marp n guts». B 27-28 Henenbs OEpeMEHHOCTH BO300HOBWIHMCH SIIH30/bI GepeMeHHOCTH H I10 TIOKA3aHHAM.
nepBasi, OJHOIIOAHAsI, HacTynuia B pe3ynbrare KO (nepsuunoe 6ecmoaue 10 jer). KpOBOXapKaHbgd. KOHCHMIMYMOM B COCTaBe Bpadel-aKylIepOB-THHEKOJIOIOB U 6. IIpoeenenne MPT mo3BOHOYHHKA IIEpe/] ILIAHOBBIM KeCapeBhIM CEUSHHEM.
TOpaKajJbHOIO XUPYypra, YYMThIBas AbIXaTEJIbHYIO HEIOCTAaTOYHOCTH 1 cTemeHw,
Jlo GepeMeHHOCTH: INEPUONMYECKHE HOCOBBbIC KpoBoTeueHus ¢ 10 Jer, BO3HUKHOBCHHUE PEIUINBA KPOBOXAPKAHBS, IPUHSITO PellieHHe 0 CUMYJIbLTAHHOM . p v
rosioBHas Oonb (1 pa3 B 3 Mecsna), HHGApPKT rojioBHoro Mo3ra (B 29 ner). XHPYPru4ecKoM BMeENIATEJbCTBE. KecapeBO cedyeHue W 3moOoau3zanusa ABM - ToAbbaspettiente TERHOTOVHMCEROM - YPOBHE - ORGAHIA - ARyTHIEPeRos
.oy _ THHEKOIOTHUECKOH H MepHHATATBHON MOMOIIIH.
CemeHHBIA aHaMHe3! y OaOymnkai eJMHMGHEC TeleaHTmokTashd.  Ilpn Py 1CTKOTO. ¢ 2. PemeHHe BOIpoca O CPOKE H MeTOe POJOpa3pelIeHHA MPHHEMAETCA BpaueOHBIM
OCMOTpeE. CIAMHWUYHBIC TEJIICAHTMAIKTAa3WM HA TIEPEAHEU TPYIHOHW KIETKE M | . . KOHCHTHYMOM C yd4eToM Hamuaui ABM. KIMHHUeCKHX TpOABTCHHE H
KUBOTE (HETUIIMYHOE paclojokeHue), poct 163 cm, macca Tema 10 -\ B yciaoBusix rudpunnoyi omnepaunmonnoit PHIILl «Kapauonorun» mox Pojopaspeimense | AKYIIEPCKOH CHTYaLIHH.
oepemennoctu 51 kr (aeduiut maccel Tema, UMT 18,1 kr/m2), nmpubaBka 3a y CIIMHAJIBHOM AHECTE3UCH BBINOJIHEHO pPOAOpaspelIeHHe IIyTEeM OIepanuu ' 3. DBo03MOXKHO IIpOBeJeHHe CHMYJIBTAHHOIO XHPYPTHYECKOIO BMEIIATENbCTBA:
OepeMeHHOCTh, 3 KI. Bo BpemMsi 0epeMeHHOCTM TMOSBUJIACH OJBIIIKA IPU KECapeBO CEUYCHHE, POAWICS KWUBOM HemoHomeHHbH pedberok 900 r ¢ KecapeBo cedeHHe H 3MOomm3anua ABM nerkoro.
hH3MUECKOl HArpy3Ke, 3aTSHKHOM TPAaXeOOPOHXHT, CHIKEHHE caTypalyi 0 / OIICHKOH 1o mKane Amnrap 6/8 6amios, nepepencH Ha VIBJI. 4. h{eqﬁxn-reﬁermecme KOHCYIBTHPOBAHHE HOBOPOJKIECHHOTO ¢ OIpedeIcHHEM
89-90% Ha (hoHE YBIAKHEHHOTO KHCIOPO/IA. _'i«" [Tocne smoOoam3amum ABM y mnamueHTKH OTMedYalach MOJOXKHTEIbHAS o6BseMa auarHocTuku HI'T.
| AMHAMMKA B CBSI3U C MOpeKpalleHueM (QyHKIIMOHUPOBAHUS IIPaBO-JICBOTO
Bommonnena KT-auruorpadgus aerkux B 25 Hemenb OepeMEHHOCTH: | IIyHTA: OTCYTCTBUE OJbIIIKH, caTtypaius 98—-99% 0e3 nomaun yBIa)KHEHHOTO IAKTIOUEHME
apTEepPHUO-BEHO3HBIC AHEBPHM3MBI C OOCHX CTOPOH, B JICBOM KOpHE KIyOOK '-""\ KHCIOpOAa. B IOCICONeparMOHHOM Iepuoie pasBuiack HHGMAPKT-
MATOJIOTMYECKH W3MEHEHHBIX PACHIMPEHHBIX COCYIOB (JIETOYHOH aprepud W | | IMHEBMOHUS 0€3 KIMHMYSCKMX IposBiacHMU. JKeHIMHA JJI JaJdbHEHIIEero . . .
ee BeTBeil), DABHOMEDHO MHTEHCHBHO 3allONHSIOUMNACS KOHTPACTHBIM | jeueHns mepesenena B PHITL] MyIbMOHOIOMHH M (DTH3HATDHH, 4 3aTeM B HpCI[CTaBHeHHBiH KJIMHUYECKUM CFyan HOI[‘IepKI/IBa?T CI0KHOCTD BGI[GHI:I}I OEpEMEHHBIX KEHIIUH C
BemectBoM 60*20 MM, ¢ HATHYMEM 30H AIMHEBMAT03a B S5 JIEBOIO JIETKOTO, YIORIICTBOPHTEBHOM COCTOSHHH 6¢3 5aT06 BHITHCAHA JOMOL. HaCJICACTBEHHOMN reMoppaqueCFOH TEJICAHTMAKTA3UEM, YUUTHIBASI BHICOKUH PHUCK Fr€MOpPpPArudyecKux M
Oojiee  MEJIKME  COCYAMCTOrO  XapakTepa  pacCIIMPEHHBIC  Y3EJKH ' HEBPOJIOTHYECKUX OCJOXKHEHUM Yy OEpEeMEHHBIX JKCHIIMH C HEJICYECHHBIMU apTepPHO-BEHO3HBIMU
BH3yaIM3UPYIOTCs B nepubeprueckux otaenax S6, S8 cnesa u S10 cripasa, K CocTosiHUE peOeHKA IPH POXKICHHM OICHUBAIOCH KaK  TSDKEIOE, MallbopMalMsIMHA B JIETKMX W TOJOBHOM MO3Te. OTOT cliydall WUIIOCTPUPYET BaXKHOCTh
KOTOPBIM TIOIXOST MPUBOASAIIAN ¥ OTBOIAIMI cocylbl. 3aKiodenne; ABM O0yCIOBICHHOE  DIyOOKOH  HEJOHOLIGHHOCTBIO M JBIXATeNIbHOM MYJIBTI/II[HCLII/IHJII/IHapr)FO oJxo0/1a KUI[I/IaFHOCTI/IKe U JICUCHHUIO, KOTOpBIUI\/JI JIOJPKEH BKJIIOYATh B ce?&
000UX JIETKHX. , HEJNOCTAaTOYHOCTBID Ha  (OHE pecnuparopHoro gucrpecca. Ilpu aKTHBHOE  B3aMMOJICHCTBHE BpaY€H-aKyIIEPOB-TUHEKOJIOIOB, Bpayel-IyJIbMOHOJIOTOB, Bpadeu-
nposeneHny Y3 ronoBHOTO Mo3ra U GpromHoit monoctu ABM BBISBICHO HEBPOJIOTOB M Bpaudeu-xupyproB. Pa3paOoTaHHBIM aJropuTM OKa3aHUsS MEIMIIMHCKOM IMOMOIIU
IIo pe3yabraTam o0OcjaenoBaHusi Ha ocHoBanuu 2 u3 4 kpurepueB Kiopacao | He 6bu10. Ho mockonbky passuruie cumntomMoB HI'T 3aBHCSAT OT BO3pacrTa, KCHIIUHAM PEIPOAYKTHBHOTO BO3pacTa C HACJIEICTBEHHOW I€MOpPparvdyecKor TEICAaHTHAIKTAa3ueH Ha
BbICTaBJIeH auarHo3. bouaesns Panmro-Ociepa-Bedoepa (ABM o00oux Jerkmx). TO HEOOXOIMMO IMHAMHYECKOS HAOMIONCHHE W OOCIICIOBAHHME IAHHOTO ATane IMperpaBUAAPHON MOATOTOBKM M BO BpeMs OCPEMEHHOCTH OyAET CIIOCOOCTBOBATh YYUILIECHUIO
KpoBokapkanbe. /IpIxaTejibHasi HEAOCTATOYHOCTDH 1 cTeneHm. peGeHKa ISl CBOCBPEMEHHOMN ANArHOCTHKY 1 JeueHust ABM. MATE€PUHCKHUX W MEPUHATAIBHBIX UCXOJ0B U MPEAOTBPAILCHUIO KPUTHYECKHX aKyIIEPCKUX CITYy4acB.




