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Peszrome

Heap. ITokazate 0cOOEHHOCTH KIMHHYECKOTO TeUEHHUS] M MOP(OIOTHIECKHE MPOSBICHIUS aHTHOCAPKOMBI
MIEYEeHU y JeTel B KOHIIE ITePH0/1a HOBOPOXKACHHOCTH.

Metoauka. IlpoaHanm3upoBaHbl MaHHBIE MEIUIIMHCKOW JOKYMEHTAIlMW CIIy4asl JETAIBHOTO HCXOa
peOcHKa ¢ aHTMOCAapKOMOM TEYeHM B BO3pacTe OMUH Mecsl. M3ydeHbl AaHHBIC OTCYECTBEHHBIX H
3apyOeKHBIX HCTOYHUKOB TIO OMyXOoJsiM u3 cocyloB. [lpm aHamm3e oco0oe BHUMaHUE YIACIICHO
¢ dhepeHIMaTBHON TMarHOCTUKE aHTHOCAPKOMBI TIEYCHHU C IPYTHMHU OITYXOJISIMH.

Pe3yabTathbl. [leBouka B Bo3pacte 1 MecsIl OT IEpBOM OepeMEeHHOCTH, TIpoTekaBiei ¢ anemueit, COVID-
19, TecTamMOHHBIM caxapHbIM nuadeToM. Poawl mepBeie B 39 Hemenab OEpEeMEHHOCTH B TOJIOBHOM
npemiexkanun. Peberok mo Anrap 8/8 6amios; Bec — 4020 1, poct — 56 cMm. Brinucana Ha 5 CyTKH €
BecoM 3820 . B YIOOBJIETBOPHUTEIEHOM COCTOSIHUM C JUAarHo3oM: XpOHWYECKas BHYTPUYTpOOHas
runokcus. KpynHeiii HOBOpOXXKIEHHBIH. AMOYIaTOpHO PeOCHOK PETYISPHO OCMATPUBAJICS MEIUATPOM:
cocTosiHMe ynoeieTBoputeibHoe. Co cinoB martepu: 17-ro ymcia — OAHOKPATHO PazKIKEHHBIA CTYI,
HOYBIO OECTIOKOMIIAChH, TOSBIIIOCH B3AyTHE KUBOTA. YTPOM, 18-ro Bsjas, OTKa3 OT €lbl, B TCUCHUH THS 3
pasza xuakui ctyn. JloctaBinena B cranponap 18-ro gmcna, re Ipy MOCTYIUICHHH COCTOSTHUE PACLEHEHO
Kak KpaifHe-Tspkenoe. [ledenp BeICTymaeT u3-moj kpas pedepHoit myru +5,0 cm. Hampasiena B otnenenne
peaHuMalMy ¢ IMarHo3oM: MexaHHudeckas KenTyxa Tskenoil cteneHu? Bpoxnennas natonorus I'bBC?
Atpesust  JKBII? IIpoBogunuch KIMHUKO-TAa0OpaTOpHbIE H  HHCTPYMEHTAJbHBIE HCCICIOBAHHMSA,
nocuHpoMHas Tepanus. CocrosiHMe yxXyamanock W 19-ro umcnma B 08-50 peGenok B3sit Ha KBJL
Hecmotpst Ha wHTEHCHBHYIO Tepamuto, 19-ro uncna B 11-30 pebenok ckonvancs. Ha ayTtorcuu medeHb
Maccoit 285 r (mopma — 139 1) ¢ MHOXKecTBeHHBIMH y3iamu oT 0,2 mo 2,0 cM B muaMeTpe Bo Bcex e
JOTSIX. MHKPOCKOTTMYECKH C HCIIONB30BAaHHEM HMMYHOTHCTOXHMHYECKOTO HWCCIIEOBAaHMS yCTAaHOBJICH
JIUaTHO3 aHTHOCAPKOMBI.

3akawuenne. (OcOOCHHOCTHIO TPEJCTABICHHOTO  KJIMHUYECKOTO  CIIydas SBISICTCS — HAJUYHC
aHTHOCApKOMBI TICYCHU Y peOcHKa B Bo3pacTe 1 Mecsia ¢ KpaliHe OBICTPBIM HACTYILICHHEM JIETaIbHOTO
ucxona. Ckopee BCero, 3To OBIIO CBSI3aHO C Pa3BUTHEM Y PeOCHKA MOJHHUEHOCHON (hOPMBI TIEUCHOUHOM
HEJIOCTATOYHOCTH C HapacTaHWEM TMOJHOPTaHHOW HEJOCTATOYHOCTH W MPOTPECCHPOBAHUEM OTEKa
roJoBHOro Mo3sra. JlaHHBIA ciydall SIpKO JEMOHCTPUPYET CIIOKHOCTH B JIMATHOCTHUKE M JICUCHHUU
MOTOOHOTO THITA OIMYXOJIEH, YTO MOATBEPKIACT W aHAIIM3 JIMTEPATYpPHBIX AAHHBIX. Jlake MpH HATUYUU
aJICKBaTHOTO KOJIMYECTBAa OMOTICUIHO-OTICPAIIMOHHOTO MaTepuaa, He BCEra MPOCTO TOYHO OMPEIEIHTh
TUT OMyX0iu. Ho u ompenenuB TUIT COCYIUCTON OMyXOJU, HET aOCONFOTHBIX TapaHTHH, 4TO e€ pa3BUTHE
Yy KOHKPETHOI'O TalueHTa OyJeT COOTBETCTBOBATh €€ KIACCHYECKUM XapaKTepUCTHKaM. B a3Tom
HANpaBICHUH TPEJICTOUT eIlle OYeHb MHOTO cJelaTh. JTO K€ KacaeTcs pa3padOTKH KIMHHYECKHX
KIaccu(pUKAIMKA aHTHOCAPKOM CO CTaJHUSIMHU U COOTBETCTBCHHO ONPECTICHUS ONTUMAIIBHBIX METOJIOB HX
JICUCHHS.

Kurouesvie crnosa: anrnocapkoma rnedeHu, peOeHoK, auddepeHansHas THarHoCcTHKa.
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Abstract

Objective. To show the features of the clinical course and morphological manifestations of liver
angiosarcoma in children at the end of the newborn period.

Methods. The data of the medical documentation of the fatal case of a child with angiosarcoma of the
liver at the age of one month were analyzed. Published data from domestic and foreign sources on
vascular tumors have been studied. In the analysis, special attention is paid to the differential diagnosis of
liver angiosarcoma with other tumors.

Results. A girl aged 1 month from the first pregnancy, who had anemia, COVID-19, gestational diabetes
mellitus. The first birth at 39 weeks of pregnancy in a head presentation. The child has an Apgar score of
8/8 points; weight — 4020 g, height — 56 cm. She was discharged on the 5th day with a weight of 3820 g.
in a satisfactory condition with a diagnosis of Chronic intrauterine hypoxia. A large newborn. On an
outpatient basis, the child was regularly examined by a pediatrician: the condition is satisfactory.
According to the mother: on the 17th, a single liquefied stool, worried at night, bloating appeared. In the
morning, on the 18th, sluggish, refusal to eat, loose stools 3 times during the day. She was taken to the
hospital on the 18th, where her condition was assessed as extremely serious upon admission. The liver
protrudes from under the edge of the costal arch +5.0 cm. Sent to the intensive care unit with a diagnosis
of severe mechanical jaundice? Congenital pathology of GBS? Atresia of the ZHVP? Clinical, laboratory
and instrumental studies, post-syndrome therapy were carried out. The condition worsened and on the
19th at 08:50 the child was taken on a ventilator. Despite intensive therapy, the child died on the 19th at
11-30. On autopsy, a liver weighing 285 grams. (norm — 139 g) with multiple nodes from 0.2 to 2.0 cm in
diameter in all its lobes. Microscopically, using immunohistochemical examination, the diagnosis of
angiosarcoma was established.

Conclusions. A feature of the presented clinical case is the presence of angiosarcoma of the liver in a
child at the age of 1 month with an extremely rapid onset of death. Most likely, this was due to the
development of a lightning-fast form of liver failure in the child with an increase in multiple organ failure
and progression of cerebral edema. This case clearly demonstrates the difficulties in the diagnosis and
treatment of this type of tumor, which is confirmed by the analysis of the literature data. Even with an
adequate amount of biopsy and surgical material, it is not always easy to accurately determine the type of
tumor. But even after determining the type of vascular tumor, there are no absolute guarantees that its
development in a particular patient will correspond to its classical characteristics. There is still a lot to be
done in this direction. The same applies to the development of clinical classifications of angiosarcomas
with stages and, accordingly, the determination of optimal methods of their treatment.

Keywords: angiosarcoma of the liver, child, differential diagnosis.

BBepneHue

PasButne omyxomneit y geTei, Mo CpaBHEHUIO C OMMyXOJIIMU Y B3POCIHBIX, UIMEET CYIIECTBEHHbBIE OTIHYNS:
1) yacToe BO3HUKHOBEHHE y JIETEH OMyxXoJiei 13 IMOPHOHAIBHBIX TKaHEH WM TKAHEH pacroararoniiuxcs
He Ha Mecte(aucromms); 2) mpeoOiiajaHue Cpelu 3J0KAYSCTBEHHBIX OIMYXOJEeH CapKoM H PEAKOCTh
pasButus paka (y B3pOCHBIX HA000pOT); 3) cBoeoOpa3ue TEUCHHS HEKOTOPHIX 3JI0KAYCeCTBEHHBIX
omyxosei. Tak, 37J0ka4eCTBEHHbIC OIYX0JIM BHYTPEHHUX OpraHoB (HedpobaacTomMa u remnarodaacTomMa) y
JIETeH IOJITO0 COXPaHSIOT IKCIMAHCHBHBIN XapakTep pocTa W JOITO He MeTacTasupyroT. Hapsay ¢ atum,
HEKOTOpBIE JOOPOKAYECTBEHHBIE OIyXONHU y JeTed 001anaroT MHQUIBTPUPYIOIIUM POCTOM, HapUMEp
AHTHOMBIL, 4) KpUTEPUU 3JI0KAYSCTBEHHOCTH OMYXOJCH y B3POCIBIX HE BCETNa SBISIOTCS aOCOIFOTHBIMU
JUTSL 3]TOKQYECTBEHHBIX OMYXOJICH y JeTe: a) KICTOYHBIH aTUIU3M U OJUMOP(GU3M C OYEHb KPYITHBIMU
TUNICPXPOMHBIMH ~ SIpaMH ~ HAONOJaeTcs y  JeTe B ajJeHOMaxX KOpbl  HAAMOYCYHWKOB U
JI0OPOKaYECTBEHHBIX (PEOXPOMOIIMTOMAX; 0) THUIEPICIUIFOISIPHOCTL U OOJIBIIOE KOJIUYSCTBO MUTO30B TH-
NUYHO JUIi  MHOTHUX JOOpOKAaueCTBEHHBIX OIMyXoJel y JeTeld TepBOoro Toja KH3HU; B)
JOOpOKAUECTBEHHBIE OIYXOIH y MAJICHBKHUX JIETeH MOTYT PacTd O4eHb OBICTPO; 5) peBepCHs OMYXOJH —
nepexo]; (co3peBaHMe) 37I0KAUECTBEHHON OIyXOJIM B A00OpoKauecTBeHHYr. CuuTaercs, 4to y JeTei
HEKOTOPBIE HOBOOOPA30BaHUS COXPAHSIOT CIIOCOOHOCTh K «003pesanuto»: HEUpoOIacToMa MOXKET
MIPEBPATUTHCSI B TAHTIIMOHEWPOMY, 3JI0KaYECTBEHHAS TemarodJacToMa B JOOPOKAYECTBEHHYIO aJCHOMY,
He3pernas TeparoMa — B 3pellyl0 TeparoMy. PeBepcHs BO3MOKHA OOBIYHO B OIyXOJNsAX JHOO U3
SMOPHUOHAJIBHBIX TKaHEH, JUOO HOBOOOPA30BaHUI M3 CTBOJIOBBIX HEAU(PPEPEHIMPOBAHHBIX KICTOK; 6)
METacTa3upOBaHUE Yy JETeH Tak)Ke MMEeT CBOM OCOOCHHOCTH. VIMEIoTCS OTIHYUS W B KIMHUYECKOM
TIOBEJICHUU OITyXOJICH MOX0XKUX 0 TUCTOJIOTMYSCKOW KapTHHE Ha OMYXOJIH B3POCIHBIX. A PsJi OIMyXoJieh
BCTPEUAIOTCS IPEUMYIIIECTBEHHO B JICTCKOM BO3pacTe.
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Bce 3T0 B 3HauMTENBHOM CTENEHHM OTHOCUTCS M K OINYyXOJsAM COCYAMCTOTO T€He3a y JeTeil.
3n0KauecTBEHHBIE OIYXOJH U3 COCYIOB, KaK YaCTh CIIEKTPa COCYAMCTHIX HOBOOOPA30BaHUI, OUCHD PEIKU
y JeTedd, B OTIIMYHU OT JOOPOKAYECTBEHHBIX COCYIHCTBIX HEOIUTa3Wd, KOTOPbIE YacTO BCTpPEUalOTCA B
nexuaTpuueckod npaktuke. Ho ecim  cocynuctele  Manb(popMaldu  SIBISIOTCS  BPOKAECHHBIMHU
HOPaKCHUSAMH COCYJIOB, OOBIYHO BO3HHUKAIOIIUMH M3-32 Ae(eKTa Me3eHXUMaJIbHbBIX CTBOJIOBBIX KIETOK,
TO OINYXOJH U3 COCYAOB YK€ HPEACTABIAIOT COOOW HeoIlacTHYecKue MpeoOpa3oBaHMs SHIOTEIHS U
JOpyrux KIeTok cocynoB. B 2021 r. Bemma nepBast knaccudukanust BO3 omyxoneii y neteil. Bnepsrie
OITyXOJIM y JIETEH paccMaTpUBAIOTCS B OTAEIBHOM TOME, B MPEABLAYIINX U3AaHUAX OHH pacCMaTpUBAINCh
BMECTE C OIYXOJISIMH B3pPOCJBIX B COOTBETCTBYIOIIMX CHCTEMax OpPraHOB. JTa KiaccHUUKALHA yKe
HO3BOJSIET TEpPEeHTH OT KiIacCH(UKAIMH, OCHOBAaHHOW MPEHMYIIECTBEHHO HAa MHKPOCKOIMYECKHX
JAHHBIX, K KIacCH(HUKAaNK, OCHOBAaHHON Ha MOJICKYJISIPHBIX JaHHBIX. Ha 3T0 GonbIoe BIMSHIE OKa3aan
naHHble nporeoMuku, PHK-cekBeHupoBaHue, aHaIu3 METUIMPOBAHUS U IPYT'He METOJbl HUCCIIEIOBaHMUS.
Hanpumep, MeTom  Macc—CHEKTPOMETPHM, MO3BOJSIET OJHOBPEMEHHO HACHTH(QHLIUPOBATH U
KOJINYECTBEHHO OTPEJIEIIATH HECKOIBKO THICSY OEIKOB B OMYXOJIEBBIX TKAHSX.

OTHOCHUTENBEHO OMyXoJiel M3 cocynoB, B kinaccupukammu omyxoneit BO3 y nmereir (2021 r.) Tepmun
«TE€MAaHTMOMa» MCKIIYEH M 3aMEHEH TEPMUHOM «KalWULIPHbIE, BEHO3HBIE M apTEpPUOBEHO3HbBIC
ManbopManum». OTO YETKO ONpeAenseT HuX Manb(OPMAaTHBHYIO TIPUPOAY W  BOBICUCHHBIC
MaTOreHETUYCCKUE MOJICKY/ISpHbIC MyTH. B kinaccudukamuu omyxojei Msarkux TkaHedl u xocreir BO3
(2020) 1 moxokeit Ha He€ Kiaccu(UKAIMKA COCYAMCTBIX OIyXojeil MeXIyHapoJHOro oOO0IecTBa IO
u3yueHnto cocyaucteix aHomanuid (2018-ISSVA)) ects Tpu rpynmbel omyxoned W3 KPOBEHOCHBIX
cocynoB: 1) rpynmna 1o0poKka4ecTBEHHBIX OITyXOJel U3 COCYIOB BKIIIOYAET 8 THUIIOB OITyXOJeii; 2) rpymma
IPOMEKYTOYHBIX  (MECTHOMHBA3MBHBIX) COCYIHCTBIX  OIYXOJEH  BKIIIOYACT:  Karomu(pOPMHYIO
TeMa’HI0TEINOMY, CeTYaTyI0 TeMaHIMOIHI0TEIINOMY, AMIAPHYIO aHTHOIHA0TEINOMY JIUM(AaTHIECKUX
COCYJIOB, CMEILIaHHYIO Ie€MaHIO3HA0TEIHOMY, capkomy Kamommu, [ICEBIOMUOTCHHYO
TeMaHTHOIHAOTEINOMY. 3) K IPYIIIE 3I0KaYeCTBEHHBIX YHIOTEIHOIUTAPHBIX OIyX0JIeH COCYI0OB OTHOCST
JBa THIIA: AHTMOCAPKOMY W JIHTEIMOUAHYIO TeMaHruosHporenuomy. OIHAKO, 3TH Kiaccu(uKalyuu
cnab0 YYMTHIBAIOT OCOOCHHOCTH TOBEACHUS Omyxoiiedl y aereil. Hampumep, odaroBeie BpOKACHHBIE
TEMaHTMOMBI TIEUYEHHW JMAETATCS IO XapakTepy HWHBOJIONWU Ha ObicTpo wuHBOmotHpyomme (RICH),
gactuaHo wnHBOIMoTHpYomue (PICH) wm mewnBomotupyromue (NICH). DTu omyxonu He SBISIOTCS
9KBHUBAJIEHTOM CXOJHBIX C HUMHM IO THCTOJOTHYECKON KapTHUHE KOXHBIX '€MaHTHMOM JeTel, TOCKOJIbKY
HEKOTOpBIE M3 BPOXKACHHBIX T'€MaHTMOM I[EYEHH MOTYT YBEJIMYUBATHCS B pazMepax, WM HaoOOpoT
OBICTPO WM MEIJICHHO HHBOMIOTHpPOBaTh [26]. Ilox TEepMHUHOM «HMHBOJIONMA» B JaHHOM CIIydae
MOHUMAETCsl 00paTHOE pa3BUTHE KJICTOYHBIX JIEMEHTOB M TKaHel omyxosei. [Ipu 5TOM B cocymUCTHIX
OIyXOJIsIX O00BEM cocyaucTod mponudepaluu NPOrPECCHBHO YMEHBIIAETCS, a TKaHb OIyXOJHU
3aMeIIaeTcsl BOJIOKHUCTOM CO€AMHUTEIBHON U )KUPOBOH TKAaHAMH C HEOOJBIINUM KOJINYECTBOM OTEIIBHO
PAcIIONIOAKEHHBIX COCYAUCTBIX CTPYKTYP.

Mopdonorudeckass OleHKa MOPaKEHHS COCYAOB MeUeHH y JeTedl TpedyeT ocobOoro paccMOTpPEHHS.
[IpoTrBOpEUMBas TEPMHUHOIOTHSL, PEAKOCTH 0OPa3I0B MAaTOJOTHH, pa3HBI 00bEM U pa3Hble MecTa 3a0opa
MaTepuaia, IecTpas KapTHHAa B OJHOM o0Opasle MaTepHajia, BO3MOXKHOCTh OYaroBOW MaJMTHH3ALUU
JOOpOKAUECTBEHHOTO HOBOOOpPA30BaHMS, CBOCOOpasre OHMOJNOTHYECKOTO TIOBEICHHS MPEACTABISIOT
CEPHE3HYIO JUArHOCTUIECKYIO IPOOIEMYy.

Ilens uccireoBaHMS — MOKa3aTh OCOOEHHOCTH KIIMHUYECKOTO TCUCHUS U MOP(OIOTHICCKUE TTPOSIBICHIS
aHTHOCAPKOMBI TIEUCHHU y JICTEH B KOHIIE TIEpHOa HOBOPOKICHHOCTH.

MeToauka

IIpoananu3upoBaHbl TaHHBIC METUITMHCKOW TOKYMEHTAIIMHM CIydasl JIETaJIhbHOrO HCXoia peOeHKa B
Bo3pacTe | Mecsma, WMEIOIIETO 3JI0KAYECTBEHHYIO COCYIMCTYIO OIyXOJdh TICYeHHW. M3ydeHBI
OITyOJINKOBAaHHbBIC JJAHHBIC OTCUECTBCHHBIX U 3apYOCKHBIX HCTOYHUKOB MO ACTAM C JaHHOW MaTOJOTHEH.
Oco0o¢ BHUMaHHE TPU aHAIHU3E YJICICHO OCOOCHHOCTSM TEUCHUs U JU(QEpEeHIINANBHON JUarHOCTHKE
OMYXOJICH MEeYEHHN U3 COCYIOB.

OnucaHue KnNMHMYECKoro cny4yas

Bonwnas P., Bo3pact — 1 mecsir (Matepu 42 rona). Y Marepu B aHAMHE3€ XPOHUICCKUNA OPOHXUT U MHOMA
matku. [lanHas 6epeMeHHOCTh nepBasi, nporekana ¢ anemueld, COVID-19 (c BbIcOKO# TMXOpaakoi) Ipu
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CpoKe 8 Hel., TeCTalMOHHBIM CaxapHbIM IuabeToM NpH Cpoke 15 Henm., HamuuueMm OO0OJIOYEYHOTO
NpUKperieHrs: mynoBuHbl Mo Y3U B 32 Hen., XpOHUYECKOH (eTo-TIaneHTapHOH HEA0CTaTOYHOCTEIO.
Ponpr mepeeie B 39 Hemenb OEpeMEHHOCTH B TOJOBHOM Npeasic:kaHud. Boasl MekoHHanbHble. PeGéHoK
poauics 1o mkajae Anrap 8/8 0amios ¢ Becom — 4020 1, pocTtoM — 56 cMm. Belnucad Ha 5 CyTKH JKHU3HH C
BecoM 3820 T B YIOBICTBOPHUTEITHLHOM COCTOSHHH C JHArHO30M: XPOHUYECKas BHYTPHUYTpoOHas
runokcus. KpynHblii HOBOPOXKIACHHBIN. AMOYJIaTOPHO PeOCHOK PEryISIpHO OCMATPUBAJICS ICIAATPOM:
COCTOSIHME YIOBJIETBOpHUTENbHOE. Haxomwics Ha rpyaHOM BCKapMiMBaHMM. M3 aHaMHe3a AaHHOTO
3a0oseBaHus: 17-ro ymncia — OIHOKPATHO pa3KMKeHHbIH cTyil. Houblo peGeHOK OeCIoKOMIICS, OSIBUIIOCH
B3IYyTHE KHBOTAa. YTpoM, 18-r0 umcia CcOXpaHAJIOCh B3AyTHE JKMBOTA, JEBOYKAa CTaja Bsuias,
OTKa3blBaJiach OT €7bl, €AMHUYHBIE JJIEMEHTHI ChINU B 00J1aCTH KHUBOTa. B Teuenun nust y pebenka 3 paza
KUIKUH CTyJ, JKeJIToro IBera. Bo BTOpoil MOJOBHMHE IHS — CTOHYIIEE [bIXaHUE, I0JeprUBaHUE
koHeyHocteil. Co CIIOB MaTepud HE MOYMJach. BbI3BaHa Opurama CKOpOH IMOMOINM, U PEOCHOK ObLI
noctasneH B OI'BY3 «COKby, rae 1eTckuM XHpyproM HMCKIIOYEHA OCTpas XUPYyprudecKasl MaToJOTHsL.
Pebenok 6puranoit CMII nanpasien 8 OI'BY3 «Kb Nely, kyna on u goctasnen 18-ro uncna B 18-55.

KanoOsl MaTepu HpW MOCTYIUIEHHMHM HA JKEITYIIHOCTh KOXHBIX ITOKPOBOB, B3AYTHE JKMBOTA, BSIIOCTH
pebenka. [Ipu coBMECTHOM OCMOTpPE Bpaua-peaHuMaTrojiora M JEKypHOIO Bpada, COCTOSIHUE peOeHKa
pacLieHEeHO Kak KpalHe-TsDKEJIoe 3a CUeT CUMIITOMOB MHTOKCHKAIMM, JbIXaTEJbHON HEJOCTaTOYHOCTH,
CHHJPOMA JKEJITYyXH, HEBPOJIOIMYECKON CUMNITOMAaTHKH. PeOEHOK B CO3HAHUM, 3aTOPMO’KEH. .. CTOHYILEE
NpPEpHIBUCTOE JbIXaHWE, TaxXWIHO?. Pearupyer TONbKO Ha TpoMKHe H OoONeBbIE pa3ApaKUTEIH.
Odusnonornueckue pediekcsl He Be3bIBaoTcsa. Temneparypa tena 37,0°C. Bonpmmoit poganuok 1,5%1,5
CM, HE MyJbcHpyeT. 3pauku D=S, peakius Ha cBeT coxpaHeHa. (TMmedaeTcsl TMIEPTOHYC BEPXHUX U
HIDKHUX KOHEUHOCTEH; UKTepUYHOCTb cKilep. KO)KHbIE MOKPOBBI JKEJITYILIHbIE C 3€JIEHOBATHIM OTTEHKOM,
CyXH€ C BBIPAKEHHOM MpaMOPHOCTBIO; IIMAaHO3 KOHe4YHocTed. Ha KOXKHBIX IIOKpOBax TYJIOBHIIA U
KOHEYHOCTEH HEOOMIIbHAS IISITHUCTAS ChIIIb OAarpOBO-KPACHOTO 1IBETA, MECTAMU CIMBHOTO XapakTepa. 3eB
PO30BOrO I1BETa, BOCHAINUTENBHBIX U3MEHEHUH HET. [Ipu aycKyapTaliM B JETKHUX JbIXaHUE MPOBOIUTCS
BO BCE OTAENBI, OCTa0NEeHO B HIDKHHUX OTelax. DKCCyAauusi He BbICHyIMBaeTcsa. OTMeyaeTcsl OJbIIIKa
CMEILAaHHOTO XapakTepa ¢ ydacTHeM BcroMmorareiabHor myckynaTypbl. YA/ no 78/mun (30-78 B mMuH.).
SpO: 70% Ha Bo3ayxe. Tonsl cepana purmudnble, YCC =138/mun. AJ] = 90/50 mm. pr. cT. XKXuBot
YBEJIMYEH B pa3Mepe, B3IyT, NEPUCTAIbTHKA HE BBICIYIIMBACTCS, BBIPAXKCH BEHO3HBIM PUCYHOK Ha
nepeaHeit OpromrHo# cTtenke. [ledeHs BrICTymaeT m3-moxa kpas pedbeproit myru +5,0 cm. Cenesenka +3,0-
3,5 cm. PebeHok rocnutann3upoBaH B OTAEICHHE PeaHMMAaLUH C TUarHo3oM: MexaHudecKas jKenTyxa
Tsokenoil  creneHu? Bpoxnaennas maromorus ['BC?  Atpesus JKBII?  IlpoBogwmics —KIMHHKO-
nabopaTopHBIE MOHUTOPUHT, HHCTPYMEHTAIbHBIE 00CIIEI0BaHNUS, IOCUHAPOMHAsSI TEPaTIHSL.

JlanHble MccnenoBanuii oT 18-ro umcna: O6mmii ananus xposu B 20-40: neiikomuts — 18,75x10° n;
SpuTpoUTHI — 2,9%10'2 11; remorno6un — 108 r/i1; Heitrpoduisl (¢/g)-76, mumdoumTs —18, MOHOIMTEI-5,
TpomGouutsl — 125%10%/1, rematokput — 33,2. bruoxumus kposu: AJIT -869,5; ACT — 124,2; JIAT —
2808; D — 879; obmr. Oemok — 43.0; rmokoza — 0,21 MMOINIB/N; KanmWUIApHBINA OmMpyOouH — 418
MKMOJIB/J; KpeaTuHuH — 156 MKMmonb/m; moueBuHa — 8,0 MMomb/n. OOIIMH aHATW3 MOYH: IIBET-
opamkeBbld; WIOTHOCTE 1030; Oemok 2+; >puUTpoUMTHl B OOJBIIOM KOJIWYecTBe 3+; OmnmpyOouH 1+;
keToHbl 1+ MCKT OBII — KT-pu3Haku remarocruieHOMeraimu. Pacmmpenne BOpoTHOW BeHbl. KT-
MIPU3HAKHN BBIPAKECHHBIX TU(PPY3HBIX H3MEHEHUH MapeHXUMBI TICUCHH M TODKETYI0O9HOMN *Kemne3bl. KT-
MPU3HAKN WIEMUAN TodeK. JKeMuHbIN My3pIph W MPOTOKH — He Bu3yanmsupoBansl. Y3M OBII: V3N —
MIPU3HAKU XOJAHTHOIIATUH Ha (DOHE...areHe3uH? )KEITYHOTO My3bIps ¢ (POpMHUpPOBaHKEM UPPO3a MIEUCHH.
l'emarocmmenomeranusi. Acrur (Manoe konudecTBo). Y3U mouek — Mimemuss KOpKOBOTO CIIosl 00eMX
noyek. Y3U OBII — Bripaxkennsie aud¢y3Hble H3MEHEHNSI TApEHXUMBI TIEYEHN U CENIe3CHKH. ATpe3ust
)kemaaoro Ty3eips. [lapes kwmmeunmka. MCKT OI'K — KT-mpu3nakd depenoBaHHS yYacTKOB
UHOUIBTPAIMM ¢ YYaCTKaMU THIIOBEHTHIIALKHK (aTeleKTa3bl) B 00OMX JIETKHX (MpoLecc Impeodiiamaet
ciepa). DKI' — cunycosbiii putm. YCC 126/mun. BeprukansHoe nonokenune DOC. Dxo0-KC — MAAC
(0O00). OAII. CHuxeHHE COKPAaTHUTEIbHOM CIIOCOOHOCTH MHOKapAa. YMepeHHas THurnepTpodus
muokapra JDK. Hefipoconorpadus — DOXO-mpu3Hak yMEpEeHHOTO OTE€Ka MO3TOBBIX CTPYKTYD.
HuddysHble n3MeHEHNSsT TAPEHXUMBI TOJIOBHOTO Mo3ra. JlaHHbIe uccienoBanuii ot 19-ro uucna: odmmit
aHAIM3 KPOBH: JIeHKOIUTEI — 9,03%10° 11; spurponuts! — 2,47x10'? 1; reMorno6un — 92 r/i1; HeUTPOQHIIBI
(c/9) — 44, mamdouuts — 38, MoHOIUTHI-2, TpoMbomuTel — 67x10%/L, remaTokpur — 32,3, mpoduis
IIIOKO036I 3a 18-0¢ u 19-0e uncna (rimoxkomerpom) —19.00 — <1,1 mmons/n, 19.30 — 2,0 mmous/, 20.00 —
3,3 mmonaw/a, 20.30 — 4,4 mmons/n, 22,00 — 5,0 mmons/a, 23.00 — 4,8 mmons/n, 00,00 — 3,9 MmMons/m,
02,00 — 3,0 mmomns/m, 03,00 — 4,9 mmons/n, 04,30 — 5,4 mmons/n, 06,00 — 3,0 mmons/n, 08,00 — 0,6
MMOJTB/JI.

19-ro uncna B 08-40 — cocTostHME KpaliHE TsDKENOE 3a CYET — DHIOTCHHOH MHTOKCHKAITUH, TTPU3HAKOB
JIBIXaTeIbHOW ~ HEJIOCTATOYHOCTH,  IMEYEHOYHO-IIOYEYHOW  HEJIOCTATOYHOCTH,  HEBPOIOTHYECKOU
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cumnToMaTuku. 19-ro yncna B 08-50 pedbenok B3saT Ha UBJI. B 09-00 peOGeHOK 0OCMOTpEH KOHCHUINYMOM
Bpauei, MOocie KOTOPOro BBICTaBJICH KIMHHYECKHH AuarHo3: OcHOBHOU coueranHblii: 1. MHbexuus
crieruuHas ans nepuHataneHoro mnepuoga (LIMB »Ttwonormu?), Tskenoit cremenu. 2. BIIP
JKeTTIEBBIBOIAIINX IyTeH: arpesus skemdHoro my3eips. Ocnoxuenus: JIBC-cunapom. Xemymodnoe
KpOBOTEUYEHNE. AHEMHS, CMEIIAaHHON JTHOJIOTHH, CpelHel cTerneHu TsoKecTH. OTeK TOJIOBHOTO MO3Ta.
ITape3 kumeunuka. I 'unormmkemus, Tsokenon crenenu. ComyterBytomuid: [lociencTBus meprHATaILHOTO
nopaxkernss HHC, runokcudecku-umeMuIecKoro 1 HHPEKIMOHHOTo reHe3a. CHHAPOM BHYTpPHUEPEITHOM
runeprenszun. MAAC (OOO). OAIL Hecmotps Ha HHTEHCHBHYIO Tepanuio 19-ro yucna B 11-30 pebenok
CKOHYAJICS.

JlaHHBIE TPOTOKOJIA TMATOJIOTOAHATOMHUYECKOTO BCKpHITHA. Poct pebenka — 58 cm, macca tema 4100 r
KoxHbIe TTOKPOBBI KENTYIIHBIE C 3€JIEHOBATHIM OTTEHKOM, CyXHe; MaHo3 KoHedHocTeil. Ha KOXKHBIX
MOKPOBaX TYJIOBHIA W KOHEYHOCTEHW HEOOWJIbHAS IMATHHCTAs CHIITb 0arpoBO-KPACHOTO I[BETA, MECTAMU
CIIMBHOTO Xapakrepa. JKWBOT yBenWuYeH B pa3Mepax, B3AYyT, HAa KOXKE JKMBOTA BBIJCISACTCS BEHO3HBIN
pucynok. HxrepuyHocTs ckiiep. [1o BCKpBITHH OpIONTHOW TMOJOCTH — OOJBIIYI0 €€ Y4acTh 3aHUMAcT
YBEIMUCHHAS B pa3Mepax IIeYeHb, CMEIas OKpPYKAIIIUE OPraHbl M YMEPEHHO B3AyThIC METIIN
KHIIeuyHuKa. B OpronrHo# mogoctr okono 10 M1 )KeNTo#H, cilerka MyTHOBAaTON KUIAKOCTH. | 0JTOBHOM MO3T
Maccoit 460 T BemectBo Mo3ra apsibioe, cepo-po30Boe, CO CIEeTKa CTEPTON TpaHUICH MEXTYy CephIM H
o6empiM BemecTBOM. Cepmare pasmepamu 6,0%5,8x4,0 cMm, maccoi 45 T, CMEIIEHO BIICBO, JIGKHUT, HA
muadparMe, BEpXyIlKa U IepeIHsS TOBEPXHOCTh YITUPASTCS B PeOSPHYIO YTy, 31€Ch UK, yTOIIICH,
OenecoBaroro 1BeTa («MO030J7b» — NUCTPOGUS OT AaBieHWs). TONIIMHA CTEHKU MPABOTO M JIEBOTO
npeacepauit 0,2 cm. OBanbHOE OKHO quamMeTpoM 1,0 cM, 3aKpBITO MEPEIOHKOM, B KOTOPOU IIETIEBUIHBIMN
nedext 0,3 cm. OTKpbITHIA apTepuanbHblii mpoTok — 0,2 cM. [lpaBblii M JICBBIA JKEIYIOYKH C
YTOJIIEHHBIMA COCOYKOBBIMH M TPEOEUIKOBBIMH MBIIIIIAMHA C BBIPQKEHHOW TPAOEKyISPHOCTHIO U
YTOJIIEHHBIMU XOpAaMHu, HHOT/Ia C HApYIIEHHOW paguapHOCThi0. TONIMHA CTEHKH MPaBOro JKeIyI09Ka
0,7 cm, mesoro 0,8 cm (B HOpMme 0,6 cMm), MexokenyaoukoBou meperopoaku 0,6 cM. Kimanmansr
c(hopMUPOBaHbI MPABUIBHO, COCYABI OTXOJAT MpaBwmwibHO. JIE€rkme obmielt maccoii 46r JleBoe nerkoe
MOJKATO K €ro KOPHIO, PEe3KO CHIKEHA BO3MYIIHOCTh, MPABOC JIETKOE — IEPEIHE-BEPXHUE OTACIBI
TIOBBIIIICHO BO3AYIIHBIE, 3aJHE-HIDKHHE — MOHIKEHO BO3AYIIHBIE, IUIOTHO-TECTOBATHIE (ATENEKTa3).
[IneBpanpHBIE TUCTKU C )KENTOBATHIM MPOKpAIINBAaHUEM, Tagkue. [IoBepXHOCTh JETKMX HEpaBHOMEPHO
[[BETa: C YepelIOBaHMEM KPAaCHOBATHIX M CEPO-PO30OBHIX yYaCTKOB. TKaHb JIETKOTO Ha pa3pes3e Clierka
3epHUCTAs], C Y4YacTKaMH KPacCHO-CHHIOIIHOTO W PO30BOTO IBETA, MPH CIABICHUU — C TOBEPXHOCTHU
paspesa JIETKUX CTeKaeT HEeOOJBIIOE KOJIMYECTBO MEJKO-TICHUCTONW KPacHOBAaTOW XKHUAKOCTH. JKemymok
OOBIYHBIX Pa3MEPOB, B TIOJIOCTHU €T0 COACPKUMOE IBeTa KOPEHHOH ryIy.

IleuyeHb KOpUIHEBATO-)KEITO-3€TICHOBATOTO I[BETa pasMepaMu 16,0x9,5x8,5x5,5 cm, macca 285 T (HopMma
Ha JaHHBIA Bec W Bo3pacT — 139 1), nedopmupopana. [loBepXxHOCTs €€ HEpOBHAS M3-3a Y3JIOB, KOTOPHIC
UMEIOTCSI BO BCEX JIOJISIX MeveHH. TKaHb y3JI0B € MOBEPXHOCTH IECTPasi, PhKEBATO-XKEITO-3eIEHOBATOTO
[BETA; TI0 KPalo y3J0B — OeJIecoBaTOro 1BeTa, HHOTAA C MMOJ00MEeM BEHYMKAa TEMHO-KpacHOro nsera. Ha
paspese BO BCeX OTHelax MEYCHU BUIHBI MHOXKECTBEHHBIE y3Ibl quameTpoM oT 0,2 1o 2, 0 cM, TpaHHUIIbI
UX HECKOJBKO «Pa3MBITB». Y37l OTIMYAIOTCA MO IBETYy W KOHCUCTCHIIUH: TEMHO-KOPHUYHEBHIC,
OypoBaTo-cepble, HHOTA C KPACHOBATO-YEPHOBATHIM OTTEHKOM, MSATKOW WIIM ITUIOTHOW KOHCHCTEHITHH.
Bo MHOrUX y37ax MMEIOTCSl YYaCTKH PHIXJIONH KOHCHCTCHIIMH (HEKPO3bl) a TAK)KE 30HBI TEMHO-KPACHOTO
nBera (KpoBom3nmsiHHS). BopoTHass BeHa pacmmpeHa. JKemuHblii my3piph pasmepamu 6,0%1,5 cm
c(hopMHPOBaH MPAaBUIBHO, CHIABIIUICS, ¢ HEOOIBLINM KOJHMYECTBOM OEIeCOBATOTO CIU3UCTOTO JKUAKOTO
COJICP’)KUMOT0. BHENEUeHOUHBIC JKETYHBIC MPOTOKH NMpoXoAuMEl. [louku apsOnbie; pasMepsl MpaBod —
6,5%3,6%2,4 cm, neBoii — 5,0%x2,3x2,4 cm; macca ux 41 rp (0o6e). Ha paszpese kopa modek cepo-po30Boro
1[BeTa, THUPAMHIBl — TEMHO-KPAaCHOTO IIBETAa; TOJIMMHA KOpKoBoro BemectBa 0,6 cMm. CeneseHka
yBenu4eHa, pasMmepbl 7,5%x3,2x1,6 cm, macca 15 rp (B HOpMe Ha 2-X MeECSYHBIN Bo3pacT — 12rp),
NpsI0IIoBaTas, CHApy»KH U Ha pa3pe3e TEMHO-BHIITHEBOTO I[BETA, COCKOO CKY/IHBIMH.

YuuThIBas JaHHBIC UCTOPUU OOJIC3HH U PE3YIbTAThl MATOJION0AHATOMHYECKOTO BCKPBITHS, HO TTOKA IIPH
OTCYTCTBHMH JAHHBIX IOMOJHUTCIBHBIX HCCIACAOBAHUMN (THCTOJIOTHYECKOTO U JIp.), T.K. MAaTOJOTHYCCKUM
MPOIIECC HEJIBb3s OBLIO OJHO3HAYHO TPAKTOBAThH, CPa3y MOCIE BCKPHITHSA OBLIO BBIIAHO MPEABAPUTEIBHOE
MEIHIIMHCKOE CBHJIETEIIBCTBO O CMEPTH, CO CIEAYIOIIMMH 3amucsaMHu B nmyHKTe 18 (¢ komamu mo MKb-
10): a) Koarymsiust BHYTPHCOCYAWICTas, IWUCCEMHHHpOBaHHast — D 65.X; 0) JlereHepanusi IeUeHH
napeHxuMaro3Has octpas — K 72.0

Janubple rucTOJOrHYecKkoro wucciemoBanusa: Ilmamenra (Nel2629-38): O6omodedHoe MPUKPEIUICHHE

MyTOBUHBI J[MCCOIIMUPOBAHHOE CO3PEBAHKE BOPCUHYATOTO XOPHOHA. ba3anbHBIN JEUIYHUT, MUKPOKHUCTA

0a3anpHOM TacTHHBL. KpoBOM3NHMSAHHS B BapTOHOB CTYACHb IYyHOBHHBL. BTOopHYHAas OTHOCHTEIbHAsS

XPOHWYECKas TUIAllEHTapHas HEJIOCTATOYHOCTh C XPOHMUYECKOW THIOKCHEH 1uioma. Jlerkue: Aternekras

neBoro Jjierkoro. (OdJaroBele  aTeNEKTa3bl  cIpaBa. JIBYCTOPOHHSS  MENKOOYaroBas CEpO3HO-
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JACCKBaMaTHBHAsA MHCBMOHHUA C HHTCPCTUIIHAJIbHBIM KOMIIOHCHTOM. I"onoBHOM MO3r: HCpI/ILICJ'IJ'I}OHHpHBIfI,
HCpHBaCKy.]'I?IpHLIﬁ OTCK TOJIOBHOI'O MO3ra. OCTpOC BCHO3HOC IIOJJHOKPOBHC..., HpOJ'II/I(bCpaLII/IH
MUKPOTJTHAJIBHBIX 3JICMCHTOB.

Cepaue: runeptpobuss W HapeHXuMaTo3Has OejikoBas  auctpodus. [lodyku:  BeIpakeHHas
MapeHxMMarTo3Has OelKoBas AMCTPO(HS SIMTEIMS KaHAJbIECB BILIOTH 0 HEKPO3a OTIACIBHBIX KJICTOK.
OcTpoe BEHO3HOE TIOJHOKpOBHE. HammodeuyHWKH: OCTpO€ BEHO3HOE TIOJHOKPOBHE, IHATICAC3HBIC
KPOBOU3IUSHUS B MO3TOBOM cJ10il. TOHKUN U TOJICTBIN KUIICYHUK: OUArOBBIA KaTapaabHbIA SHTEPOKOIUT.
Kenmynok: MUKPOCKOIIUYECKUE IPO3UH.

[leuens: npoBoamnack auddepeHIHanbHAS IUATHOCTUKA C JAPYTMMH OINYXOJISIMA W BHavyaie II0
pe3yjibTaTaM PYTHMHHBIX OKPacOK CEKLHMOHHOIO Marepuaja I€YeHH AMArHo3 CKIOHSJICS B IOJb3Y
rernaTo0IacTOMbl MHUTENHATBHO-ME3eHXUMAIBHOTO THIA C TIPU3HAKaMHM TepaTtoMbl. OnHako Imocie
JIONIOJIHUTENIBHO IIPOBEIEHHOTO HMMMYHOrucroxumuuyeckoro uccienosanusi (MI'X) Obln BbICTaBIIEH
JIUarHO3 aHTHOCAPKOMBL. MHKpPOCKONHMYECKH: B TI€YCHHW BUAHBI OOIIMPHBIE YYacTKH, OOpa3OBaHHBIC
AHACTOMO3UPYIOIIUMH COCYAHUCTBIMH HPOCTPAHCTBAMHU PAa3HOTO 00beMa U (POPMBL. OTU CTPYKTYpPBI
BBICTJIaHBl MOJMMOP(HBIMH KJIETKAMH C OBOMIOHBIMH BE3HWKYJSAPHBIMH SIIPaMH C BBIPAKCHHBIMHU
KPYIHBIMH sApPbIIKaMH. YacTo KIETKH PaclookKEeHbl Xa0TUYHO U B HECKOJIBKO PSAZIOB. DTU CTPYKTYPBI U
OTZeNbHBIE KIETKH IU((y3HO BpacTalOT B COXPAHUBIIYIOCS TKaHb IEYEHH, B KOTOPOH OTMEYaeTCs
JUCKOMIUIEKCAIUs MEeYEHOYHbIX OajgoK. BuaHbl oOmMpHBIE MOJIS HEKPO3a, KPOBOUIJIMSHHUM, XKEITUHbIE
TpoMOBI. BONBIIMHCTBO TENAaTOLMTOB BOKPYT ATHIMYHBIX CTPYKTYp C MPH3HAKAMH BBIPAKCHHOU
0enKoBOIl M KUPOBON AUCTPOPHH, BHYTPHUKIETOUHBIM XoJectazoM. [Ipu MI'X kieTku, BhICTHIIAIOIINE
COCYAMCTBIE IPOCTPAHCTBA, MPOSIBIAIOT BeIpaxeHHyo akcnpeccuio CD31 u CD34. Ilpu 3ToM B JaHHBIX
KJIETKaX OTCYTCTBYeT dkcrupeccus HepPar-1. 3aro BeipakenHas skcupeccust HepPar-1 naGmromaercs B
rernaToLuTax.

TakuM 00pa3zoM, MO0 KIMHUYECKUM, HHCTPYMEHTAIBHBIM M MATOJIOTOAHATOMHYECKUM JIAHHBIM Y peOeHKa
OBLITM BBISBIICHBI: TICPBUYHAS aHTHOCAPKOMA TEYCHU C CYOTOTAILHBIM TOPaKEHUEM OpraHa; aTeleKTa3
JIEBOTO JIETKOT'O M OYaroBbIE€ aTEJIEKTa3bl MPABOTO JIETKOTO C JABYCTOPOHHEH MEIKOOYaroBOH CEpO3HO-
JICCKBAMATUBHOW ITHEBMOHHMEHW; JKENTyXa; BBIPAKCHHAS NUCTPO(GHUS MAPCHXMMATO3HBIX OPraHOB C
MTOJIMOPTAHHON HEJIOCTATOYHOCTHIO; Tape3 KHUIIEYHHMKA; OYaroBBIA KaTapaibHbIN 3HTepokoswmt; [IBC-
CHH/IPOM; MHKPOIPO3UH CIIM3UCTOW IKEITyJKa; MKEeIyIOYHOe KpPOBOTEUCHHE; AaHEMHs, CMEIIaHHON
STHOJIOTHH, CpEeIHEH CTEleHH TSHKECTH; CIOpaandecKas TUIOTIIMKEMEs, TSKEIOH CTeNmeHH; OTeK
TOJIOBHOTO MO3Tra; MOCHENCTBUA MepuHaTanbHoro nopaxenus [HC, rumokcuuecku-uieMuyeckoro u
WH(EKIMOHHOTO TeHEe3a; MaJIbIe aHATOMHYECKUE aHOMAJIUU Pa3BUTHA cep/iia ( OTKPBITOE OBAIILHOE OKHO,
OTKPBITHIN apTepHaAIbHBIN POTOK, AaHOMAJILHBIE XOP/IbI).

O6GcyxaeHne KNMHUYECKOro crniy4vas

ACII — penkas cocyamcTasi OMyXOJb BBICOKOM CTETEHH 3JI0KAYeCTBEHHOCTH, €)KErogHas YacToTa
KoToporo coctapisieT okono 200 cimydaeB Bo BceM mupe [5]. OHa BCTpedaeTcsl OOBIYHO y TIOXKMIIBIX
JIOJICH U pelKo y JeTeii (00BIYHO B BO3pacTe OKOJIO 3 JIET ¢ mpeodiiaganueM aAeBodek) [12]. B noctynHoin
JUTEpaType yAaIOCh HAWTU COOOIICHHS O IMIECTU CIy4asX BPOXJICHHOW aHTHOCAPKOMEI. Tpu W3 HHUX
OBLTH BPOXKICHHOU IIepeOpaibHOM aHTHOCapKoMOi. Tpu IpyrHe JIOKaTU30BaIUCh Ha BOJOCUCTON YacTH
TOJIOBBI, HA pyKe, W Ha JUIE (COOTBETCTBEHHO). M3 aTHX neTeit yepe3 11 mecsiieB mociie MOCTaHOBKH
JMarHo3a Tpoe ObUIM KHBBI, a Tpoe yMepiu [26]. CooOleHuii 0 aHrMOCapKoMe IMEUYeHH y peOeHKa B
BO3pacTe J0 MecsIa B JOCTYITHOW JIUTEPAType HE BCTPETHIIOCH.

VY nereit ACII vame nokanu3yercs B cepAle/mepukapae u cpeaoctenu. Cpeau Bcex OmyXoJiel meYeHu y
neteit ACII cocraBmsier 1-2%. ¥V B3pocnbix npuunHa pa3Butus 75% ACII octaercs HescHol. OgHako
npuMepHO B 25% ciyuyaeB y HMX JJOKa3aHa CBA3b MEXKAY Pa3BUTHEM aHTMOCAPKOMBI U BO3JEHCTBHEM
XMMUYECKHMHU KaHLEPOTeHOB (BUHWIXJIOPUA, TOPOTPACTa, aHIPOT€HHbIX U aHA0OIMYECKUX CTEPOUIOB,
OpaJIbHBIX KOHTPAIECNTHBOB W JAHATHWICTHIIBOECTposa). Y meredt mpuuuHbl pa3Butus ACII Hen3BeCTHBI
[24]. B maHHOM KJIMHHUYECKOM cCllydae KOHKpeTHyro npuuuHy pazButus ACII Tak ke omnpenennTs He
NpeACTaBIAeTCs] BO3MOXKHBIM. OfHaKo, Ccpeau HeONarompuATHBIX YCIOBUH TNPOTEKAaHHS OTOH
0epeMEeHHOCTH, KOTOPBIE MOTJIM CHITPaTh ONpeAeiICHHYI0 poiib B Bo3HUKHOBeHNH ACII, MOKHO Ha3BaTh:
BO3pacT Matepu, anemus rpu o6epemeHHocTH, COVID-19 ¢ BeICOKO# THXOpaIKOi TIpH CPOKe 8 HENeb,
TFeCTAllMOHHBIN caxapHbId auaber mph Cpoke 15 Hed.,, XpOHHYECKYH (DeTo-IIalleHTapHYIO
HEIOCTaTOYHOCTh, NATOJIOTHIO IJIalleHThl. BO3MOXHO, B OIpEAEICHHONW CTENEeHUW 3TU XKe (PaKTOpbI
NPUBENN K HAINYMIO Y peOeHKa MallbIX aHATOMHYECKUX aHOMaluil pa3BuTHs cepaua. [lo HacTosmero
BpeMeHH Majio 4yTo u3BecTHO O reHetuke ACII u3-3a m3ydenus HeOonbiiux rpymm. EcTh naHHBIE O
agomanmsix rena CIC. Myrtamum B rene KRAS, xomgupyromem O6emok KRAS omumcansl mpu
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cnopaguueckoid M BbI3BaHHOM ToporpactoM ACII, a myramum rena TP53 oGnapywxenst mpu ACII,
CBSI3aHHOM ¢ MOHOMepoM BHHMIXJIOpUAa. Tak ke oOHapyskeHbl u3MeneHust B myTH RAS-RAF-MAPK,
rerax CDKN2A(pl16) u PTEN. HemaBno mpu ACII O6buto oOHapyxkeHo ciusiaue reHoB ROSI1-
GOPC/FIG. DTOT CIUTHBIA I'eH MOXKET BBICTYIIATh B KaYeCTBE MOTCHI[HAIILHON MUIICHU IJIs TEparuu
[19].

Kinunnuecku y neteit ACII nposiBiisieTcst OBICTPBIM YBEIHYCHUEM MIEYCHHU C KEJITYXOM, 0O0JIbIO B )KUBOTE,
pBOTOH, JuXopankoi, omplmkod M aHemued [10]. BoABIIMHCTBO 3THX MPHU3HAKOB HMMENO MECTO U B
JAaHHOM KIMHHYECKOM Ccllydae, 3a HCKIIOYEHHEM JIMXOpalIKd M PBOTHL, HO IpPU 3TOM y pebeHKa
HEOJHOKPAaTHO HaOMIoJancsl KUAKAKA cTyl. Y yMepliero peOeHKa perncTpupoBaliach THIIOTIIHKEMUS
TsoKenmo creneHu. JlemonupoBanue yrieBogoB B IIHC orcyTcTByeT, modTOMYy mJii HOPMAajIbHOTO
1epedpaIbHOr0 YHEPTEeTHYECKOTO METa0OoMu3Ma HY>KeH CTaOWIBHBINA TPAaHCIOPT TIFOKO3bI B HEPBHYIO
TKaHb. B Hacrosiiee BpeMs THIOTIHKEMHS pacCMaTpUBAaeTCs KaK MapKep OCTPO pPa3BHBIIETOCS
KPUTHUECKOTO COCTOSTHMSI, 3a4aCTyI0 OTPAXKAIOIIUHN €r0 TAKECThb. XOTA HWKHHUM ypOBEHb KOHIIEHTPALUU
TJIIOKO3BI, BbI3bIBAIOMINN noBpexaatommid agdext Ha [THC, u He ompeneneH, TeM He MEHEe BBISBJICHA
YyeTKass KOPPESIHOHHAS CBA3b MEXIY HU3KMM YPOBHEM TIIIOKO3BI M JIeTaNnbHOCTHIO [3]. Bo3MoxkHO, B
JAHHOM TIPOIIeCCE€ WIPajM pPOJb HECKONBKO (PaKTOpOB, a WMEHHO: TSDKEIIO€ COCTOSIHHE peOeHKa,
HapyIICHUE PETYIISAINA 00MEHA TITIMKOTeHA U3-3a MMOPAKEHHS TIEYEHH, TeCTAIIMOHHBIN caxapHbId TnadeT y
MaTepu U JIpyTHe.

K uszBectHbiM ocnoxueHusM ACII OTHOCAT 3aCTOMHYIO CepIEUHYIO HENOCTaTOYHOCTh, JIBC-cunapom.
JABC-cunapom Bcrpeuaercs: npu ACII peako (okono 5% cityyaeB), HHOTZIa COMPOBOKAASCH MACCUBHBIM
BHYTpUOPIOIIHEIM KpoBoTeueHueM [17]. JIBC-cunapoM MMen MEcTo M B JaHHOM KIMHHYECKOM CIydae.
ACII Moxer naBaTh METacTa3bl AaK€ B Hawaje 3a00JIeBaHUS M 4Yallle B JIETKHWE, HO B JAHHOM CiIydae
MeTractazoB oOHapykeHo He Oblt0. Jlmarnoctuka ACII cioxHa, Tak Kak 3TO peaKasi OIMyxoib U I Heé
HET YeTKUX CHeuu(UYecKHuX XapakTepUCTUK TpW JIydeBOW aAwmarHocTuke. Hecmotpss Ha
COBEPILCHCTBOBAHNE METOJOB JIy4€BOW IMArHOCTHKH, B HACTOSIIEEC BPEMS OCTAIOTCA MPOOJIEMBI KaK C
BepuuKanyen omyxomnei neueHy, Tak u ¢ e€ nudy3nsiMu 3adoneBanusimu [ 1]. B muteparype umerorcs
JHIIb OTAETbHBIE COOOLICHUSI O NMPEHATATBHON BU3yalM3allMM BpPOKACHHBIX OMyXOJIeH mHedeHd (IBYX
TEMaHTHOM W OJIHOM Me3eHXMMaJIbHOH ramapTombl) [4]. [Ipm wCHOIB30BaHUH KOMITBIOTEPHOM
ToMorpaduu ¢ kKortpactrupoBanreM rpu ACIT HabmromaeTCs reTeporeHHOe YCUIICHHE, YTO YKa3bIBaeT Ha
LHEHTPaNbHBI HEkpo3 u (QuOpo3Hble W3MeHeHus. [IpW HCMOJIB30BaHUM MAarHHTHO-PE30HAHCHON
tomorpaduu ACII Takke uMMeeT HEOTHOPOAHBIH BHJI HM3-32 YYaCTKOB KPOBOMBIUSHHMN, HEKpo3a U
¢ubpoza [23]. ITO UMeNO MECTO U B JAHHOM KIMHHYECKOM Cllydyae, U Aa)Ke NMPUMEHEHHE HECKOJIBKHX
METO/IOB UCCle0BaHus (yIbTPa3ByKOBOE MCCIIEIOBaHUE, KOMIBIOTEPHAs TOMOrpadusi) Majio TIOMOTJIO B
YTOYHEHHU TUarHo3a. Jlake THCTONIOTMYECKH AUAarHo3 MPIKU3HEHHO MOXKET OBITh MOCTaBIEH TOIBKO
MIpU TIPOBEJCHUH AJCKBATHONW M PENpPEe3eHTATHBHOW OWOIICHM TKAaHW TI€UeHH, T.e. MPH JOCTATOYHOM
o0BpemMe MaTepuana, B3sTOro U3 XapakTePHBIX MECT.

Makpockornuuecku ACIT MOXKeT BEITISICTh WM KaK KPYITHOE SAMHUYHOE HOBOOOpa30BaHHE, WIH OBITH B
BUJIC MHOXXECTBCHHBIX IU((PY3HO pACHOJOKEHHBIX Y3CJIKOB B pPa3HBIX OTACNaX IEYCHH. ITO U
HAOJIOAIOCh B JAHHOM KJIWHHYECKOM Cllydae. Y3Jbl BBHITJSIAAT Kak TyOdaThle TeMOpparnuecKue
YYaCTKH, YepeayIolIrecs CO CIUIONIHBIMH Cepo-OeNbIMH  y3eIKaMH, OKPYXCHHbIMH HOPMAIbHOU
napeaxumoi medeHn. OOBIYHO TopakaroTcs 00e monm redeHu. | 'ncromorndeckue ocodbennoctu ACII
MOTYT Pa3NUYaThCs HE TOJNBKO Y Pa3HBIX MAIMEHTOB, HO JIa)KE€ y OJHOTO M TOTO )K€ MAI[eHTa B Pa3HbIX
yuactkax omyxoiu. Mukpockonuuecku ACII BeIrisimuT kak oOpa3oBaHue 0€3 Karcyibl, COCTOSIIES U3
AHACTOMO3UPYIOIINX COCYIUCTBIX MPOCTPAHCTB U CHHYCOWJOB, BBICTIAHHBIX JHIOTCIHAIHLHBIMU
ATUMWYHBIMUA KJIETKAMH, HEPEIKO PACIHOJOXKCHHBIMA B HECKOJBKO CJIOeB. KIIETKM KOMITaKTHBIC,
OTHOCHUTEIIFHO MONMMOP(GHBIE C THIIEPXPOMHBIMHU SIIPAMH, UMEIOTCS MUTO3bL. Y JeTedl B JOCTYITHOMN
JTUTEpaType HE HAWICHO MAHHBIX O BBIACICHUU OTACIBHBIX pasHoBuaHOcTel ctpoeHus ACIL. A BoT y
B3POCIBIX BRIACIAIOT 1Ba Tuma ctpoeHns ACIL:1-pif TN CHHYyCOMAAIBHEIN (6e3 00pa3oBaHUS MacCChI
OITyXOJIH), TIPU KOTOPOM OMYXOJb COCTOUT W3 MU((DY3HO PACION0KECHHBIX CHHYCOUNAIBHBIX CTPYKTYP,
WHOT/IA C METMOTHYECKUMU H3MEHECHUSIMY, T.€. BRIPAKCHHOU TUIIaTaIllueii CHHYCOUIOB U 00pa30BaHUEM B
MICYCHOYHOW TKaHW MHOXXECTBCHHBIX JIAKYH, 3allOJIHEHHBIX KpPOBBIO; 2-ii THUN MacCHBHBEIN (Macc-
o0pa3yromuii), KOTOPBIi AOMOJHUTENHFHO TIOAPA3ACNHSIIOT HAa TPU TOATHIA: OIUTEIUOUIHBIN,
BEPETEHOOOpa3HbI U cocymohopMupyromuii (0H mpeobianan). DNUTSIUOUIHBIA MMOATUII COCTOUT M3
SMUTENNOUTHBIX KJIETOK M 3/1€Ch JOBOJIHHO CJIOXHO UCKITIOUYHTH STMUTEIHOUIHYIO TEMAaHTHOOHIOTETTHOMY.
BepereHooOpa3HbIii moaTHI — 00pa30BaH MPEUMYIIECTBEHHO KIETKaMH BepeTeHoo0pa3Hoi Gopmsl. [1pu
cocynohopmupytromniem noarurie ACIT coCTOUT U3 MEIKUX COCYJIOB, HHOT/A IICICBUIHBIX COCYIMCTHIX
MPOCTPAHCTB M CIle PEKE CMECH MEIKUX W KPymHbIX cocynoB. B Hekoropeix ACII Bcrpeuanuch
HEOOBIYHBIC YIacTKU. MIHOTa 3TO OBUIH Y3€JIKH M3 BEpEeTCHOOOPAa3HBIX KJIETOK B BUIE 3aBUTKOB Ha (oHE
PBIXJION COETUHHUTEIHHON TKaHU C BOcMajeHneM. VIHoraa 3To OBIIIN OIyXOJIEBHIE y3IIbl, HATIOMHUHAIOIINE
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JICTCKYFO TEMaHTHOMY C YYaCTKaMH aTUIIUU, XapaKTEPHOH JUIS aHTHOCAPKOMBL. B Apyrux ciydasx — 3To
OBLTM MHOXXECTBEHHBIC Y3€JIKH C TOHKOCTCHHBIMH pa3pacTaHUSIMU COCYIOB KPYIHOTO KanmuOpa, B
HEKOTOPBIX U3 KOTOPBIX KJICTOYHAS aTUIIHSI IOCTUTANIA YPOBHS aHTHOCapKOMbl. CHHYCOMIanbHbIN THI (1-
piii Tun) ACII sBisieTcss OCOOCHHO CIIOXKHBIM JUIi JUATHOCTHKH W HEPEAKO TMPOIyCKaeTcs MpU
nepBoHadanbHOM paccMoTrpeHuu [30]. MUKpPOCKOMMYECKH MOTYT HAOMIOMaThCsA YYaCTKH HEKpo3a
ormyxoiii. MHOTIa, MOMUMO 3aBUTKOB, MECTaMH BHJIHBI KIIyOOUKOBBIE CTPYKTYPHI U3 CAPKOMATOHMJIHBIX
KJIETOK KarieoOpa3HoOH wiu BepeTeHooOpa3Hoi (opMbl ¢ PAS-m0N0XKUTETEHBIMU 303WHO(ITEHBIMU
mobynamu B 1uroruiazme. CoIepikuMoe BEpeTeHOOOpPAa3HBIX KJIETOK MOXKET JIEMOHCTPHUPOBATH
[MUTOIUIA3MATHYECKYI0 HMMMYHOITO3UTHBHOCTh K anb(a-l-anTurpuncuny. OTAEIbHBICE aBTOPBI IS
BHU3yallu3aluu Ha cunycougaisHoro tTuna ACII pekoMeHayIoT onpeenenue skenpeccuu pS3[32].

B mmane muddepeHnnanbHON AMATHOCTUKY ISl Hadada HalO TMOHATH, YTO JTO OIYyXOJIb MMEHHO W3
3JIEMEHTOB COCYIHCTBIX CTPYKTyp. Jia srtoro npumenstor MI'X oxpanimBaHue Ha SHIOTEIUATIbHBIE
mapkepsl: CD31, CD34, daktop ¢on Bunnebpanna u pakrop pocra suaotenus cocynos (VEGF). Kpome
TOT0, HA/I0 YYHTHIBATh, YTO MapKephl JTUM(ATHYECKOr0 IHIOTENuUs, Takue kak D2-40, MOI0XKUTETHHBI
npu  OONBIIMHCTBE TIOBEPXHOCTHBIX aHruocapkoMm [22]. Momnekyna aaresu TPOMOOIUTOB K
suporenuaibHbM Kietkam (PECAM1/CD31) sBisieTcsl 0YeHb HAACKHBIM MapKepOM SHIOTEIHAIbHON
nubdHepeHIUPOBKY MIPH aHMMOCAPKOME U OOBIYHO 3KCIPECCUPYETCS Jake B peakux e€ BapuaHrtax [28].
Hpyrue sHpoTenuaibHble Mapkepsl, HanpuMep CD34, meHee 4yBCTBUTENBHBI. Jkcmpeccus ke CD31
OOBIYHO OTrpaHWYCHA JHAOTCIUONUTAMH, IHPKYJIUPYIOUUMH TPOMOOIIMTAMH, MOHOIIMTAMU U
cyonmomysiusamu upkyaupyromux T-knetok. PECAM1/CD31 — sto perientop aire3ud, OTBEUYAIOIIHN
32 QAre3ul0 MMMYHHBIX KIIETOK, TPaHCOHIOTCIHAIBHYI0 MUTPAIMI0, KOAryJSIHI0, aHTUOTEHE3 U
aKTHBAIUIO uHTerpuHa [18].

ACII nposiBiisseT UMMYHOPEaKTUBHOCTh B OoTHOLIeHHH He ToJbko CD31u CD34, Ho u ERG u ¢akropa
VIII. HeOompmio#t mTpoOIEHT 3THX OMyXOoJIed sKcmpeccupyeT mnannurokepatud. Muorma ACII maror
nojoxurensHelii  pesynstar Ha GLUT-1 u momommanmn (D2-40) [11]. ACII Heobxommmo
¢ dhepeHIMpoBaTh, TOMUMO JOOPOKaYECTBEHHBIX COCYIUCTHIX OIMYXOJCH MEUSHH, C PSIIOM COCYIUCTHIX
HOBOOOpa30BaHWH NEUeHH, OMOIOTMUECKOE MOBEJCHNUE KOTOPHIX HEOAHO3HAYHO. [IpH 3TOM OueHb BakeH
KOHKPETHBIN JHAarHO3 OIyXOJIH COTJIACHO JEWCTBYIOIIEH HOMEHKJIATYPBI, 9TO YaCTO UMEET pelIarolee
3HAaYCHHWE JJIs Hadaja MpaBWIbHON Tepanuu. B kinaccudukanmu omyxoseit y aereir BO3 (2021) ner
JICIEHNsI COCYOUCTBIX oOIyxoned H©Ha 3 r1pymmsl  (I0OpOKadecTBEHHBIE, MPOMEXYTOYHBIE U
3JI0Ka4eCTBeHHBIC). [103TOMYy HEKOTOpBhIC aBTOPBI H3-32 MPOOJIEM JHATHOCTHKH W (HOPMYITUPOBKU
JIMaTHO3a TPeUIaraloT BKIIOYHUTH CMIE U MPOMEKYTOYHYIO KAaTCTOPHIO MEXIy JETCKOM TeMaHTHOMOU
MEYEHU U aHTUOCAPKOMOU TIeUeHH [7].

OnHa ©3 COCYAMCTBIX OIyXOJIed IeYeHH, ¢ KOoTopod Hajo muddepenuuposate ACII — 310
FeMaHTHOdHAOTeNHOMa. [10 THUCTOJIOTHYECKOMY CTPOCHHUIO B TMEYEHH OOBIYHO BBIICISIIOT 2 THIIA
THCTOJIOTHUYECKUX TUIA T€MaHTHOHIIOTEMOM TevueHn. Tun [: reMarno3Ha0TeIMOMBI STOrO THUIA UMEIOT
MHOKECTBO COCYJUCTBIX KaHAJIOB, KOTOpbIE OOpa30BaHBI HE3PENIOW SHIOTEIHAIbHOW BBICTHIIKON CO
CTPOMAJIBHBIM OTJCIICHUEM HUX OT JKEIYHBIX MPOTOKOB. Tun Il: 3T TeMaHTHO3HIOTETHOMBI OoJiee
TUTNEPKICTOYHBIC U KICTKH UX PACIOIOKEHBI XaOTUYHO, a TAKXKE B HUX OTCYTCTBYIOT JKEITUHBIC TPOTOKH.
B koHIle MBaANATOrO BeKa aTUIMYHBIE COCYIUCTHIC OMYXOJH MEYSHH, KOTOPhIE HE JOCTHTAlld yYpPOBHS
SBHOW aHTHOCApKOMBI, OTJENbHBIC aBTOPHI TpEJAiaraid  paclieHUBaTh Kak WH(AHTIIBHYIO
reMaHruodHaoTennomy Il-ro tuma [§].

OpHako moO3[qHEE OHHU YK€ PEKOMEHIOBAIN pacleHUBATh MH(QAHTUIBHYIO TeMaHruosHporennomy ll-ro
tuna (mo crapoil kimaccudukanmm) Kak aHruocapkomy [16]. B mocnemnee Bpemsi MOSABISIOTCS
npeanoxenus knaccuduiuposats ACII kak remanrnosuporennomy nedeHu lll-ro tuma [15]. Ognako
39TO HEpPEenKO Cco3[aeT NpobiemMbl B TMOAXOJaX K [WArHOCTHKE M JICYeHHIO0. Benp BUAOB
FeMaHTHO3HIOTEIMOM Pa3HbIX JoKalu3alui MHoro. Hanpumep, B mocieaHe knaccuuKaliy omyXxoieh
BO3 y nmereit (2021) BoiaenstoT 4 BUAa CHIBLHO OTIWYAIONINXCS APYT OT JIPyra TeMaHTHOIHIOTEIHOM:
Kanomu(opMHyI0, CeT4aTylo, IMCEBIOMHUOICHHYIO M SIHUTENHOMAHYI0. [IpHdeM MOCIEOHIO OIMyXoib
OJTHO3HAYHO CUWTAIOT 3JI0KauecTBeHHOW. B rurane and¢depeHnnanbHOi THarHOCTHKY 3T0KAYeCTBEHHAS
(hopMa MUTETMOUIHON TeMaHTHOIHIOTEIHOMBI UMeeT JBa noaTumna: co causianeM WWTR1-CAMTAL u
co cmusitaueM YAPI-TFE3. Dtr omyxoiu rHCTOIOTHYECKH MecTaMU MOTYyT OBITh moxoku Ha ACII, HO B
HUX OOBIYHO €CTh YYaCTKH COJIMJHOTO CTPOEHHUS C IIACTaMH aTUIUYHBIX KPYMHBIX SMHTEIHOHIHBIX
KJIETOK C OBAJBHBIMH SAPaMU C KPYIHBIMH SAPBIIKAMH W OOMIBHOW muroruiasMoil. OOpa3oBaHme
COCYZIOB B 3THX OIYXOJISIX YaCTO HOCHT OYaroBBIH Xapakrtep, ecTb oTauuus u npu UI'X (mo p53, Ki-67 u
CAMTA-1). bonee Toro, ompenencHHEe MHUTOTUYECKONH akTuBHOCTH 10 Ki-67 MOXeT OBITh
NPOTHOCTHYECKUM  (AKTOPOM  JIJIsl  SUHUTENHOMIAHON  T'eMaHTMOHAOTEIMOMBI C  Pa3lMYHBIMU
KJIMHUYECKUMH TIpu3HaKkamu [31].
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ITaronoroanaromuueckuit quarno3 ACII y gereit He Bcerna ructoiorudecku ongnoznaueH. B ACII moryt
OBITh YYaCTKH TKaHU CO CTPYKTypamMH, OOpa30OBaHHBIMH JHIOTCIUEM W HMUTHUPYIONINE ICTCKYIO
remanruomy. [loTeHIman 37M0KaYeCTBEHHOW TpaHCOpMAIMKU JOOPOKAYECTBEHHBIX  COCYIUCTHIX
omyxonei u (oxanbHas nonoxkureabHocTh GLUT-1 Tarkke 3atpyasstor pasauune mexay ACII u
nerckoit remanruomoit [20]. B cimydasx remMaHTHOM TI€YCHHM Y ACTEH cTapiie OZHOTO Tojaa Halo
uckimodate ACII. JlmarHo3 370Ka4eCTBEHHOTO HOBOOOPA30BaHUS TaKXKe CIEAYET II003pEBaTh IpH
JICTCKUX TEeMaHTHOMaX, KOTOPbIE yCTOMYMBEI K JICYCHUIO, PEIMIUBUPYIOT WM HE PErPEeCCUPYIOT B
TedueHne aByxjeTHero Bospacta [24]. ACII crneagyer muddepeHIMpoBaTH HE TOJIBKO C APYTHUMHU
capKoMaMu (paboomMuocapkoMoii, HeanpdepeHIPOBaHHOM SMOPHOHATILHOM CapKOMOii,
3JIOKAaYCeCTBCHHON pPaOIOUIHON OIMyXOoybio) [29], HO W C TEmaTOICIUTIONAPHON KapIUHOMOW [2], 4TO U
OBLTIO clleJIaHO B JaHHOM KIIMHUYECKOM CiTydae myTeM ucmoib3oBanus MI'X uccnemoBanus ¢ HepPar-1.
IIpn mnarsoctuke ACII HEOOXOAMMO MTOMHHUTH W O BO3MOXHBIX METacTa3axX B ME€YEHb U3 aHTHOCAPKOM
JIPYTUX JIOKaIu3anuii (Koxka, OpphKeiika KHIIeYHUKa, cee3eHka u ap.) [9].

[Ipu ACII onucana MomHHEHOCHAs! OpMa MEUSHOYHOW HEOCTATOYHOCTH, KOTOpas BCTpEUaeTCs OYCHb
peAKo, Kak M caMa aHrmocapkoma. B nmrepaType MMeercsl TOJIBKO HECKOJNBKO CTaTed MO0 JaHHOMY
BOIIPOCY. A BOT NMPUYHMH MOJTHHUEHOCHOH IedeHouHoH HemoctaTouyHocTH npu ACII MHOTO M YacTo OHH
CITOCOOCTBYIOT yCHJICHUIO APYT Apyra. OCHOBHBIMH U3 ITHX IPHYNH SBJSIOTCSA: 1) WUIEMHUS TEUCHU C
y4acTKaMH HEKpo3a e€ MapeHXUMBl Pa3HOTO T€He3a OTHOCHTENIEHO Pa3HBIX THIIOB COCYIOB TICUeHH; 2)
HapylIeHHe KPOBOTOKa MO BOPOTHOW BeHE (MOA-, Hal- WM TMEUYECHOUHBIH YpOBHU OJIOKa), HAIPUMED
CHABJICHUE OITyXOJbl0, TPOMOaMU M HEOKKIIO3MOHHBIM HH()APKTOM II€YEHH BCIEACTBHE IIOKa OT
BTOPHYHBIX MPUYMH (CETICUC WK cepaeuHast aucPyHkuus) [21]; 3) nHGUIBTpaTUBHBIA poCT omyXxoeil ¢
paspylIeHneM COCYAOB C KPOBOMBZJISHISIMH M HEKPO30OM TeMaTOIMTOB C POCTOM Ha MX MECTE KIIETOK
omyxonu. HQUIBTpaTUBHBINA POCT XapaKTepeH HE TOJBKO IS TIEPBUYHBIX OIyXOJIeH MEeUeHH, HO H IS
MeractazoB [25]. B manHoMm knumHmYeckoM ciydae pocT ACII mpuBEN K yBETWUCHHIO MAacChl TICUCHH
Oonee ,4eM B JBa pa3a. DTOT MPOLECC COMPOBOXKAAICA HE TOJBKO HEKPO3aMH, KPOBOM3IHUSHUSIMH, HO
MMEJNI0O MECTO M MEXaHUYECKOe JaBlicHHe DTO 3aTPyIHsUI0 paboTy OKpYKAIOIIMX OPraHoB (KUILECYHUK,
cepaue (OenmecoBaThlii ydyacTOK YTONLICHUS SIMHUKapAa B IepeJHE-BEPXYLICYHOW oOmacTu cepaua,
YOHUPaBIIETOCs] B TPYOHYIO KJIETKY)), aTeleKTa3 JIEBOTO JIETKOTO M OYaroBble aTeNeKTasbl IPaBOTo
JIETKOT0) € TOCJEIYIOINM Pa3BUTHEM JIBYCTOPOHHEH MEIKO0YaroBoil MHEBMOHMN U MPOTPECCUPYIOMIEH
CEepJICYHO-JICTOYHON HEJOCTATOYHOCTH C HapacTaHHeM IUCTPO(UH BHYTPEHHUX opraHoB. OOMmHpHOE
MOpa)KeHHUE OIMYXOJIbIO TIEYEHU MPUBENIO HE TOJIBKO K MOPTAILHON THIIEPTEH3UH (pacIinpeHHast BOPOTHAS
BEHa, pAaCIIMpPEHHBIE BEHBI Ha TMepeaHeld OpIomHOW CTeHKe), HO M O00yCJIOBMIIO, BMECTE C
BBIIICYKA3aHHBIMH ~ TATOJOTMYECKHMMH  TPOLECCAaMH,  MOJIHUCHOCHYIO  (opMy  MEYEHOYHOH
HEIOCTATOYHOCTH (OUCHb BBHICOKHI ypOBeHb OMinpyOuHa, GepMEHTOB).

B maHHOM KIMHHYECKOM CIIy4ae WMENH MeCTO OOJIBIIMHCTBO MEPEYHCICHHBIX B JUTEpaType (hakTopoB
XapaKTEePHBIX ISl Pa3BUTHS MEYCHOYHON HEIOCTaTOYHOCTH: BBIPAXKEHHBIN HH(IIBTPATUBHBIA POCT B
pa3HBIX OTJE]aX MeUYEHHU, YYaCTKU HEKpO30B TKaHu omyxonu, [IBC-cunapom, nopTaibHas TUepTeH3us U
JIpyrue, 9To U 00yCIIOBUIIO KpaliHe OBICTpOE HapacTaHWE CHMIITOMATUKU. A Tlape3 KUIICYHUKA BMECTE C
a0IOMUHAIIBHBIM KOMIIAPTMEHT-CHHAPOMOM (DOPMHUPOBAIMA TMOPOYHBIAH KpPYyT YyKe€ Ha HOBOM, Oolee
TSOKEJIOM YPOBHE C IMPOTPECCHPOBAHHEM OTEKa TOJOBHOTO MO3ra (MOATBEPKACHHOTO KIWHUYECKH WU
MopdoJornieckn). ITHM BO MHOTOM OOBSCHSETCS cMepTh peOeHKa, KOTOPBIA MPOBEN B CTaliOHApe
MEHEe CYTOK.

Jleuenne ACII He cTaHZapTU3UPOBaHO, T.K. MO HEMY HET €IMHOrO MHEHMA. JlaHHBIE JTUTEpaTyphl
TOBOPAT, YTO OCHOBHOE 3HAUYEHHE HMEET IIOJIHAS XHPYPruueckas pe3eKUusl OMmyXoilu (ecod 3TO
BO3MOXKHO), 4acTo B KOMOMHaumu xuMmMuoTepanued. K coxkaneHuro, 3(¢dexT OoT XUMHOTepanuu
HEIOCTAaTO4YEH, a JaHHbIE 00 yclexe IOocjie XUMHUOTEpallud M YaCTHYHOM TIeNaTIKTOMUM SIBJISIOTCS
eauHnuHbIMU. bonee toro, mpu ACII wacto mopaxaercss BCS Ieu€Hb LEIUKOM (KaKk U B JAHHOM
KJIMHAYECKOM Ccllydae), 4YTo B OOJBLIMHCTBE CIy4yaeB OIPaHUYMBAET BO3MOXKHOCTH XUPYPIUUECKOIO
BMemaTenscTBa [14]. Ecte u apyrue BapuaHTHI JedeHUs: SMOONMM3aLus, o0IydeHne, TPaHCIUIAHTALHS
nevYeHn W TapreTHas tepamus [6, 13, 20]. V nmereit npu ACII nporHo3 HeOIarompusTHBIN, S-IETHSAS
oOmiast BeDKHBaeMocTh cocTapisier MeHee 30% [20]. BonpIIMHCTBO ManMeHTOB YMHUPAIOT B TeueHue 12
MecsIIeB MOCJIe TOCTAaHOBKH anarHosa [6]. B manHOM citydae o4eHb OBICTPOE HACTYIUICHHE JICTAIbHOTO
UCX0Jla, CKOpee BCEro, 3TO OBLIO CBSI3aHO C Pa3BUTUEM Yy peOCHKAa MOJIHMEHOCHOH (OPMbI IEUEHOUHOMH
HEIOCTaTOYHOCTH Ha (HOHE CIOpPaAMYECKOM THUIOITMKEMHM TSKEJIOW CTENeHH C HapacTaHUeM
HOJIMOPraHHON HEIOCTATOUYHOCTH U MPOIPECCUPOBAHUEM OTEKa MOJIOBHOI'O MO3IaA.
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3aknroyeHue

JloOpokayecTBEHHBIE M 3JI0KAYECTBCHHBIC COCYAMCTHIC OIMYXOJH TICUEHU Y JICTeH JIEMOHCTPUPYIOT
IMIMPOKUI CHEKTP KIMHUYECKHX W MOP(OIOTHYECKUX OCOOEHHOCTEH, YTO TPEACTABISCT CEPhE3HYIO
npolbyieMy I [EAUaTpOB, OHKOJIOTOB W IaTOJIOTOaHATOMOB. JIaHHBIM Ciy4aid KpalHe pPeaKo
BCTPEUAIONIETO MOpPAKEHHSI TIEUYEHH B BHJIE AHTHOCAPKOMBI y peOeHKa B Bo3pacte 1 Mecsma ¢
MOJTHHEHOCHOU (JOPMO MEUEHOYHOW HEIOCTATOYHOCTHIO M OYEHB OBICTPBIM JIETATBHBIM UCXOJIOM SIPKO
JIEMOHCTPHUPYET MpoOJeMy paHHEW KIMHUYSCKOW JHAarHOCTHKH IOJ0OHOTO THHa omyxojiei. Ho
CJIOXHOCTH JTUArHOCTUKY BO3HHMKAIOT U Mpu Mopdoiorudeckoii quarnoctuke ACIL [laxxe npu Hamuaun
aJICKBATHOTO KOJIMYECTBA OMOIICHIHO-OMEPAIIMOHHOT0 MaTepuaia He BCErJa MPOCTO TOYHO OMPEIEIUTh
THT COCYIUCTHIX omyxoineil. Ho u ompeaenuB ero, HeT aOCOMIOTHBIX TapaHTHIA, YTO TIOBEJEHHE OITyXOJIH
M3 COCYyAOB OyIeT COOTBETCTBOBAaTh €€ KIIACCHYECKHM XapakTepucTukaM. llaTromoroanarommueckas
KIaccHpUKAIMsI OIyXOJiell TeYeHW Yy JIeTed IIOCTOSHHO COBEPIICHCTBYETCS YK€ Ha OCHOBE
MOJICKYJIIPHBIX XapaKTEPUCTHUK KIIETOK OMyXOJeH M KOppensnuu ¢ ux mopdornorueit. OnpeaeneHHbINd
ONTUMU3M BCEIISIOT MOCJICTHHIE TaHHBIC O BBISBICHUM FCHETUYECKUX aHOMAJIMH B aHTHOCAPKOMAX, 4TO B
HEKOTOPBIX CIIydasx MO3BOJSET UCHONB30BaTh NU((EPSHIIMPOBAHHBIA MOIX0A K JICYCHUIO W JIOOUTHCS
ero xoporrero 3¢ dekra. OqHAKO0, B 3TOM HAMPABICHUN MPEACTOUT €IIe 0YeHh MHOTO CHENaTh. ITO JKe
KacaeTcss M pa3pabOTKU KIMHUYECKUX KIIACCH(UKAIMA aHTHOCAPKOM CO CTaJHSIMH, U COOTBETCTBEHHO
ompezeNieHus] ONTHMAabHBIX METONIOB Jie4eHHs. MBI HajeeMmcs, 4TO OIHCAHWE BhINIeyKa3aHHON
MATOJIOTHH TOMOXKET BpadaM Pa3InvHbIX CHEIHaIFHOCTEH OOJIbIIe y3HATH PO 3TH OITYyXOJIH.
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