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®ETO-®ETAJBHBIA TPAHC®Y3UOHHbBIV CUHIPOM BJIN3HEIIOB

Beeoenue

®dero-heranpublii TpaHcy3uoHHblid cHHAPOM (DDTC) sBnsercss omHuM U3 Hambosee Tsi-
MKEJIBIX OCJIOKHEHHI MOHOXOPHAJIbHOM MHOTOIUIONHON OepeMeHHOCTH U BeTpeyaercst B 10-15 %
ciyuaes [1]. PactipoctpanerHocts @DTC cocrasnser nmpumepHo 1-3 ciyuas Ha 10 000 Ge-
pemeHHocTel. BriepBble maHHBIN CUHAPOM ObLT OMMCaH HEMEIKUM aKyIIepOM-THHEKOJIOTOM
Opuapuxom [llamom B 1882 1.

[TpuunHOM pa3BUTHUS JAaHHOTO CUHAPOMA sIBJIsieTCs AucOaIaHc B CHAOKEHUU KUCIOPOOM
Y MUTATEeNIbHBIMH BEIIECTBAMH COCYAMCTHIX aHACTOMO30B IUJIAIIEHTHI MeX 1y Onu3Henamu. Ta-
KUM 00pa3oM, OIMH U3 TUIOA0B OepeT Ha ceOs poiib JOHOPA U MCTBITHIBAET HEJIOCTATOK MUTa-
TEJbHBIX BEIIECTB U KUCIOPO/a, a APYTOH IO — PEIUIHEHTa, KOTOPbII MOJBEPKEH JEHCTBUIO
M30BITOYHO MOCTYyMAIIEro oobeMa KpoBu [1].

ODTC xapakrepu3yeTcs 3aA€p>KKOM pocTa, TMIIOBOJIEMUEH, OJTUTYPHUEH M MAJIOBOJIUEM Y
IJI0Aa-JOHOPA M yBEJIIMYEHHEM Beca, TUIIEPBOJIEMHEH, TONNypUel, MHOTOBOJIUEM, KapIuOMe-
rajiviei U BOJISHKOM y Tuiona-peuunuenta. KonruectBo reMoriobnHa y mioja-10Hopa CHIDKa-
ercs 10 37180 1/11, ¥ yacTo Ha paHHUX CPOKAX TeCTAIMH HACTYIIAET JIeTallbHbIN ucxon. Eciam
OH OCTAETCs JKUB, TO B TEUECHUE MEPBbIX HEAETb 3-32 KPOBOMIOTEPH Y HETO Pa3BUBAETCS TsKE-
nast skene3onedunnuTHas aneMus [2]. Y miona-perunuenTa 4acTo BCTPEUAIOIUMHUCS OCIIOKHE-
HUSIMU SIBIIIIOTCS TUIIEPTPOUS MUOKap/ia, perypruTaliys aTpuoBEHTPUKYISIPHOTO KIlariaHa U
CTEHO3 JIETOYHOTO KJIallaHa UM aTpe3us JEeTKUX.

JlaHHBII CUHIPOM BBISIBIISIETCS MPH YIBTPA3BYKOBOM HcciieqoBaHuu 11oaa ¢ 20-30-ii He-
nenu 6epeMmenHoctd [2]. Ilpu orcyTcTBUM CBOEBpeMEHHON AMArHOCTUKU U JiedeHust DDTC
MIPUBOJIUT K MATOJOTUSAM CEPIAECYHO-COCYAMCTOM M HEpBHOU cucteM U B 90-95 % ciydaeB K
MepUHATAIBLHON CMEPTHOCTH [3].

Heno

OueHnth MOPGHOIOTHIECKHE 0COOCHHOCTH (PeTO-(heTaTbHOTO TPaHC(Yy3UOHHOTO CHHAPO-
Ma y OJIM3HEIIOB.

Mamepuan u memoowl uccnedosanus

MarepuanoM g U3y4Y€HHUs] TOCIYXKWIM MPOoTOoKodbl 1150 maronmoroaHaTOMHYECKHX
BCKPBITUH IIOAOB €O CpokoM rectanuu oT 10 no 22 Henenb, npoBeaeHHbIX B 20152022 rT. B
I'V3 «I'omenbckoe 06acTHOE KITMHUYECKOE TaTOJIOT0aHATOMUUYECKOe OI0PO.

B pabore ucnonb3oBanuch aHTPONOMETPUUYECKHE, OPraHOMETPUUYECKHE U THCTOJIOTHYe-
CKH€ METOJbl. AHTPOTIOMETPUYECKHE M OPraHOMETPUYECKHE METOJbI UCCIIEOBaHUs MPOBO-
JWIIACH C LENbI0 YCTAHOBIIEHHUSI T€CTAIIMOHHOTO BO3pacTa IJIOJa M BBIABIECHUS BPOXKICHHBIX
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MOPOKOB M aHOMaJHK pa3BuTHs. [laronoroanaroMuyeckre BCKPHITHS MTPOBOIMINCH O 00IIIe-
MPUHSATHIM METOAMKAM W 3aKJIFOYaJUCh B BBIJICICHUM KOMIUIEKCAa BHYTPEHHHMX OpPraHoOB (I10
[Hopy u AGpUKOCOBY), BCKPBITHH TOJIOCTH Y€peria ¢ COOTBETCTBHE C 0COOCHHOCTSMH BCKPHI-
THUS TJI0A0B 2 TpUMECTpa OEPEMEHHOCTH, C MOCIEIYIOIIMM U3TOTOBICHUEM TUCTOIOIMYECKUX
npenaparoB. ['Mcronoruueckoe ucciae10BaHNe BHYTPEHHUX OPraHOB IUIOJOB, a TaK)Ke TKaHE!
MOCJIEIOB NMPOBOAMIOCH HAa Mapa(UHOBBIX Mpenaparax Mo oOUIENPUHATON METOAMKE C OKpa-
UIMBaHUEM FeMaTOKCHJIMHOM U DO3HMHOM.

Pezynomamul ucciedoseanus u ux oocyrcoenue

3a JaHHBINA epro]T ObUIO BBISIBIEHO 6 citydaeB (heTo-(heTaqbHOro CHHAPOMAa y MOHOXOPHU-
anpHOU nBOWHM. [1o 2 cimyywas B 2016, 2018, 2020 rr.

MaxkpocKonu4ecKy BO BCEX CIIydasiX IUIOA-PELMITUEHT UMeI OOJIbIIYI0 Maccy Teja U pas-
Mepbl [0 CPaBHEHUU C IJIOAOM-I0HOpOM. OTMeuascsi yMEepeHHO-BbIPAKEHHBINH OTEK MSTKHX
TKaHe! IJI07]a, KapMo- M TelaToMerajivs, yBEJIMUYE€HUE BHJIOUYKOBOM >KEJe3bl, YBEIUUEHUE
00b&éMa MOYEBOTO IMy3bIpsi. MUKPOCKONMYECKHU B OpraHax IUI0/1a-pPEeLUIINEHTa BbISIBIISIIACH TH-
Tepruia3us KOpbl HAMOUYEYHUKOB, THNEPTPODUS TIAJAKUX MBI B CHCTEMHBIX W JITOYHBIX
apTepusiX, ONpenessuIuch 0osee 3pesble U YBETUUYEHHbIE KITyOOUKH B IOYKaX.

[Tnon-noHOp MMeEn MeHbIIyI0 Maccy Tena (pasHunia B Macce coctaisiia 30 % u OGonee B
CPaBHEHMH C IUIOIOM-PELUIIMEHTOM) U MEHBIINE pa3Mepbl, OTMEYAJICs aCCUMETPUYHBINA POCT
1 OTEK MATKUX TKaHeH (pUCyHOK 1).

Pucynok 1 — @eto-deTanbHblil cHHAPOM: ¢eHOTHII IIJI0A0B

[Tpu dero-PetanbHOM TpaHC(HY3MOHHOM CHUHIPOME HAJIIMYUE CTOJIb BHIPAKEHHOTO PA3JIn-
YKl Macchl IJIOJ0B HEBO3MOXKHO 0€3 M3MEHEHHUs! KOJIMYECTBAa OKOJIOIUIOAHBIX BOJ C IMOSIBIIE-
HUEM MaJIOBOJIbSl Y MEHBUIETO IJI0/a U BBIPAKEHHOT'O MHOTOBO/1bsI y OOJIBIIETO.

[Tocnenpl BO Bcex MccaeyeMbIX ClTydasix OblIIM MOHOXOpHAJIbHBIE TUaMHUOTHYeCKHEe. bbuin
XapaKTepHbI BHEILJIallEHTapHbIe U3MEHEHUSI MOP(OJIOTUH ITyTIOBUH B BUJIE PA3JIMYHOM TOIIIUHBI
ITyTIOBUH OJIM3HEIIOB 32 CYET MIIOIUIA3UU IyTIOBUHHBIX COCYJIOB MEHBILIETO I1J10/1a U OTCYTCTBHE
CIMPAJILHOTO X0J[a COCYJIOB ITyTOBUHBI. BU3yanbHO Ha 110/10BOI MOBEPXHOCTH MOCIIEIOB OIpe-
JeJISUTUCH COCYIUCTBIE AaHACTOMO3bI Pa3INYHOMN CTENEHN BBIPAKEHHOCTH (PUCYHOK 2).

Mopdonornueckoe ucciaeqoBaHUE TOCIEJa BO BCEX CIy4asX BBISABIIAIO COOTBETCTBUE
cpoky recranuu. OTMedancsi OTEK CTPOMBI BOPCUH, TUHEPTPO(PUSI CTEHOK M CYKEHHE Ipo-
CBETOB COCYJIOB, TMIIEpIUIa3Usl XOPHAJIbHOM IUIACTUHKH, MPUCTEHOYHbIE TPOMOBI B cocyax,
CyOXOpHaJIbHOE IPOCTPAHCTBO OBLIO YTOJILEHO, IOJIHOKPOBHOE. ba3aibHas MIacTUHKA C JIUM-
¢donurapHoil nHpUIBTpaneil. MexxBopcHHUYATble KPOBOU3IUSIHUS, OTIOXKEeHHE GudbprHOMNIa,
KaJIbLIUHATBl. MUKPOCKOIMYECKH BO BCEX CIIydasx ObLIO BBIIBUJIO HAJIMUYKE PA3IMYHBIX (HOpM
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BHYTPUILIALEHTAPHBIX COCYIUCTHIX aHACTOMO30B (apTEPHUOBEHO3HBIX, BEHO-BEHO3HBIX, apTe-
pHUO-apTepUAbHBIX U COYETAHHBIX (POPM).

Pucynok 2 — @eTo-deTaabHbIil CHHIPOM: COCYIHCTbIE AaHACTOMO3BI

Boteoowt
1. Bo Bcex uccrnenyembix ciydasx ¢ero-heraabHOro TpaHchy3HOHHOTO CHHIIpOMA ONu3-
HEIIOB JIBOMHUKOBAS TUTAlleHTa Obljla MOHOXOPHUATbHON JUaMHUOTHYECKOM.
2. B nmnaneHTapHOM TKaHU BO BCEX CIIydasX OINpPENessUINCh apTepHo-apTepHalibHbIE, Be-
HO-BEHO3HBIE ¥ ApTEPUOBEHO3HBIC AHACTOMO3HI.
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OBPA30BATEJILHO-UCCJIEJOBATEJILCKASI ”HTETPUPOBAHHASI
MJIAT®OPMA NOJIEPKKY TPUHSITUSI BPAUEBHBIX PEIIEHUI
HA OCHOBE UHTEJUIEKTYAJIbHOI'O AHAJIU3A TUCTOJIOrMYECKUX IAHHBIX.
CO3JAHUE ¥ BHEJAPEHUE HEMPOCETEBO¥ MOJEJN
JUISI OEHKY MOP®OJIOTMUYECKAX N3MEHEHUI JETKHUX
IMPU KOPOHABUPYCHOM NHO®EKLIUU COVID-19

Beeoenue

Jlerkue kak opras JbIXaTeJIbHOM CUCTEMbI UTPAIOT BaXKHYIO POJIb B MOJACPKAHUHU TOMEO-
ctasza opranu3ma. Haubosnee wactoit mpuunHoi cMeptu namueHToB ¢ nHpeknueir COVID-19
OBLIT peCrUpaTopHbIA TUcTpecc-cuHIpoM B3pocioro tuma (PICB), mopdonorudecku npossis-
romuiicst 1uddy3HbIM anbBeosipHBIM ToBpexkaeHUEeM (AIT). [Iporieccam uMMyHHOTO OTBETa
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