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AxryaspHOCTE MpobGAeMBI. Hedbpobaacroma man
oIyxoAb Buabmca — oAHA U3 HanboAee YaCTO BCTpe-
YAFOIINXCA 3AOKAYECTBEHHBIX SMOPHOHAABHBIX OITyXO-
Ael y aereil. Pacpocrpanennocts omyxoau Bruabmca
0,7-0,8 Ao 1 ma 100000 HaceAeHHA ACTCKOIO BO3PACTA.
Hecmorps Ha ncIoAb30BaHEE PUCK-AAAITHPOBAHHBIX
IIPOTOKOAOB BEACHHSA AeTell ¢ HepoOAACTOMOI, OTMe-
YAETCA 3HAYHTEABHBIN YPOBEHD TO3AHIX OCAOKHEHHUH.
Coraacuo paauemM Anrepatypsl y 10-35% aereit orMe-
9AeTCA Pa3BUTHE ApTEPHAABHOM TrmepTensu, 15-30%
camkenne puapTpannonHon Qyukiuu mouek, 3-30%
sroprusbii cuaApom Parkonn, 10-20% aaexrpoanT-
Hple Hapymrenus, 5-15% ypomatnn u 3-10% netipo-
rerHas AHCPYHKIIA MOUeBOroO my3sips depes 1-10 aer
[TOCAE ACYEHUS 3A0KAYECTBEHHOIO 3400 ACBAHUS TIOYEK
(zecppoOaacTomsr). [leamarpy u Hedpporory BakHO
IIOMHHTb, YTO «HE(POTHIECKHUI CTATYC» IAL[HECHTOB,
HIEPEHECIINX IPOTHBOOIIYXOAEBOE ACUEHHE, MOKET Me-
HATHCS B AUHAMEKE.

Ilear paGortel. [IpeacraBuTh KAMHHYECKOE Ha-
OAOAEHHE ITO3AHETO OCAOKHEHHA Teparnn Hedpo-
OAacTOMEL B BuAe BTOpHYHOro cuaapoma Pankxonn
y pebenka.
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Marepuaasl U MeTOABI uccaepoBaHuA. O600-
IIICHBl AHAMHECTUYECKNE, KAUHUKO-A20OPATOPHEIE
AAHHBIC [TAIIICHTA.

IToayuennsie pesyapTaTbl. Maspuuk 17 aer 00-
CAGAOBAH B CBA3H C AFOKO3YPHE, HEITOCTOAHHOM TH-
nodocdaremueil Ha POHE HMOBBIIICHUSA IKCKPEILIUN
docdopa ¢ mogol, a Takuke mopsienuem LI kposu
C IPU3HAKAME OCTEOIIOPO32a ITOCAE IIEPEHECEHHO 110~
AIXEMHOTepAIHd. B Bospacre 5 MeCAIeB KUSHU Y pe-
Oenka OBIAA AHATHOCTHPOBaHA HePOOAACTOMA AEBOI
mmoukw, craaust T2NOMO, B 1 roa Obiaa mpoBeacHa He-
(bpoypeTepaKTOMUs CACBA C YAAACHHEM OKOAOIIOYECY-
HOI kAeTdaTkn (01yXoAb 10X82X83 mMm), BBIABACHBI
MeTacTasel B AerkoM (.3-2.3 M, IIpOBEACHEI KyPCHI IIOAU-
xumuoTeparmu 1o nporokoay SIOP-2001 ¢ mocaeayro-
M Kypcom Aydesoit teparuu (COA 16 I'p). B 2 roaa
BIIepBbIe BhsIBACHA HpoTentypust A0 0.6 r/cyT, rAroko-
aypust A0 10.6 MmoAb/A. B 9 Aer kpeaTuHUH KpOBH —
94 mxmoab/ A, pCKD 94 ma/mu/ 1,73 M2, iporenaypust
A0 0.4 r/cyr, rarokosypust A0 3.9 Mmoab/ A, dpocdary-
pust AO 45 MMOAB/ CyT, KAABLILYPHA AO 7 MMOAB/CYT,
HOBBIIIICHUE YPOBHA OeTa-2-MUKPOTrAODYANHA B MOYE
A0 11015.2 mxr/ cyT, 9KCTPapeHAABHBIX IIPOSABACHUI HET.
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Ha moment obGcacaoBanus pusudueckoe paspu-
THE peOEHKA COOTBETCTBOBAAO BO3pacTy: poct 182 cm
(petc. 75-90), macca 69 kr (perc. 50-75), AA 122/68 mm.
pT.CT., B KpOBU TAFOKO32 — 4.5 (HOpMa 3.3-5.6 MMOAB/ A),
kpeatuand 131 mxmoan/a (pCK® mo CKiD U25
59.7 ma/mun/ 1,73 M?), MogeBrHA — 6.4 MMOAB/ A (HOpMA
1.4-7.2 MmoAb/ A), aabOymuH — 43 1/ A (HOpMa 35-52 1/ A),
kaaui — 4.4 mmoan/A (Hopma 3.7-5.12 MMOAB/A),
ocdop meopranmuecknit — 0.98 MmoAb/A (HOpMa
0.81-1.62 mmoan/a), HI® — 105 ME/a (mOopma
52-171 ME/A), B Mmo4e — rarokosa 10.792 mmoas/cyr
(mopma 0-2.77 mmoas/cyr), Geaok 0.273 r/cyr (HOpMa
0-0.1 r/cyr), 6era-2-mukporaodbyaun — 10213.6 mxr/cyr
(mopma 0-100 mkr/cyt), kaabunit — 0.74 MMOAB/ cyT
(zopma 1.5-4 Mmoab/ cyT), kaanii — 33.4 MMOAB/ A (HOpMA
25-125 mmoab/A), docdop — 21.41 mmoan/a,
TmP/GFR — 0.84 Mmmoab/ A, TRP — 85%. ITpu V3H or-
MEYaAACH BHKAPHAA TUIIEPTPOQHA CAHHCTBEHHOI 1Ipa-
BOH ITOYKH, IPABOCTOPOHHMI HepporTos, And dy3Hbre
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M3MEHEHNS ITAPEHXUMBI ITOUKH. Y CTAHOBACH AMATHO3:
TyOyaomaTus ¢ AMCYHKITHEH IIPOKCUMAABHBIX KAHAAB-
neB (rarokosypus, nporeunypus). XbIT—IIIA craann.
B cBA3u ¢ BEIABACHHOM IPOTEHHYpUEH HA3HAYEHA TEPa-
A marnonTopamu AIT®, pekomeHAOBAHO ITpOBEACHTE
MOAEKYAAPHO-TEHETHYECKOTO OOCACAOBAHHA.

3axarouenne. Takim 0O6pa3oM, IIPEACTABACHO KAHU-
HHUYECKOE HADAIOACHUE TIO3AHETO OCAOKHEHUSA Tepa-
uu He(ppOOAACTOMEL B BUAE BTOPUYIHOIO CHHAPOMA
DaHKOHU B ITEANATPUIECKON IPAKTUKE., DTO CAYIAI
ITOAYEPKHBAET HEOOXOAMMOCTD AAUTEABHOTO H CHCTE-
MAaTHYECKOTO HAOAFOACHNS 32 IAIIMEHTAMH, IIEPEHEC-
IIIIMI OIyXOAb BHABMCa, ¢ 00A3aTEABHBIM KOHTPOAEM
dysknnu mouku. Ocoboe BHIMAHUE CACAYET YACAATH
PAHHEMY BBIBACHIIO IIPH3HAKOB TYOYAAPHOI ACYHK-
LU, ITOCKOABKY CBOEBPEMEHHAA AMATHOCTHKA H KOPPEK-
A TTO3BOASIFOT 3AMEAAHTD ITPOTPECCHPOBAHIE XPOHH-
YECKOI DOAE3HU IIOYEK, TEM CAMBIM YAYUIIINB KAYECTBO
KU3HH TTAITNEHTOB.

[eHeTUyeCcKme 0COBEHHOCTM B3POCTbIX MALMEHTOB C ATUMMUYHBIM
reMONUTUKO-YPEMMYECKMM crHapomom B CeepanoBckoi obnacTu
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AKTyaABHOCTB IPOOAEMBI. ATHUIIHYHbINA IEMOAU-
tuko-ypemugecknii cuaapom (al'VC) aro opdannoe
AKH3HEYTPOKAIOINEE 3a00AEBAHNE U3 IPYIIITBI TPOMOOTH-
geckux mukpoanrunonatuii (TMA), obycaroBaeHHOE 11a-
TOAOTHEH CHCTEMBI KOMITAEMEHTA, KOTOPAS B OOABITIIH-
CTBE CAYYACB CBA3AHA C ICHETHYCCKUMU HAPYILICHUAMI
B AaHHOII cucteme. K HacrosIeMy BpeMeHH OIIMCAHO
BOABIIIOE KOAHYECTBO PA3AMYHBIX BAPUAHTOB MY AL
IEHOB CHCTEMBI KOMITAGMEHTA, ACCOI[HNPOBAHHBIX C Pas3-
sutrem al VC.

IHear nccaepoBanmA. VI3yauTs reHeTHIECKHI IIPO-
(puAB CHCTEMBI KOMITAEMEHTA ¥ B3POCABIX ITAIINEHTOB
¢ al'VC, mabaroparoruxcs 8 CBEpAAOBCKON 00AACTH.

Marepurasbl 1 METOABL B nccaepoBanme BKAFOUEHO
35 marmenTos ¢ al' VC: 14 myxunn (40%) u 21 xen-
muasl (60%), HaOAIOAABIIHXCA B HE(DPOAOTHIECKOM

oraeaernn I'AY3 CO «COKDB Nely ¢ 2012 o 2025 1oAa.

CpeAHHIT BO3pACT ITAINEHTOB HA MOMEHT ITOCTAHOBKH
AmarHosa — 36 Aer. VI3 Hux — HAXOAAIIMIXCA HA TEMO-
amasnse 12 marmenTos (34%). IlanuenTok ¢ akymep-
cxknm al'VC — 13 (37%). Urcao manmeHTos, y KOTOPHIX
OBIA IIPOBEACH MOACKYASPHO-TCHCTHYCCKUN AHAAU3
(ITOMCK MyTannui B KAMHHYECKH 3HAYUMON YACTH Ie-
noma ueroBeka — sx3ome) — 30 (86%). Amaans mpo-
H3BOAHACA METOAOM CEKBEHHPOBAHHSA AaDOpaTOpHEH
OOO "T'enotex". 1poarasnzuposansr rersr CD40,
CFB, CFH, CFHR1-5, CFI, DGKE, PIGA, THBD,
C3, ADAMTS13, SERPINE1, MTHFR, ITGA2,
FGB, F13A1, F7, F5, F2, ITGB3, MMACHC, INF2,
VTN.

PesyapTarhl. ['enermaeckne MyTarmum, acCOIMIPO-
Banusie ¢ pasputreM al'VC, BoiaBaensr y 16 us 30 06-
cAeAOBaHHBIX HanueHTos (53,3%), 13 HUX IanueHTOK

c axymrepeknym al'VC — 5 (31,3%).
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