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HacnencreeHHble 60NE3HU COeANHUTENLHON TKaHu — rpynna pas-
SINYHBIX MO NPOUCXOXAEHUIO HO30M0TMYeckux ¢popmMm, KoTopbie obbe-
OUHSAIOT FreHETUYECKN AETEPMUHUPOBAHHbIE HapyLLeHna obmeHa coe-
AVNHUTENBHON TKaHW.

Cunapom 9nepca — [aHnoca BRepBbIE ONUCAH OTE4ECTBEHHLIM
y4eHbiM A.H. YepHory6oebim B 1891 . ABTOp 06paTtun BHUMaHue Ha
TAXENOE NopaxXeHUe KOXN 1 CYCTaBoB Yy HabnogaemMbix 60/bHbIX. [e-
catb net cnycta (1901) E. Ehlers, a nosxe (1908) H. Danlos ormeTu-
nn y npob6aHaoB CKNOHHOCTb K KposousnusaHuam. B gansHenwem na-
TOROFMA NoAy4MNa OBLLENPUHATOE Ha3BaHUE NO UMEHU STUX OBYX UC-
cnepoBartesnen.

Cungpom Anepca - Aannoca — ogHo U3 Hanbonee pacnpoCTPaHeH-
HbIX HaCNeACTBEHHbIX 3a00neBaHnin CoeanHNTENbHOM TkaHu. Ero yac-
ToTa coctasnseT 1: 100 000. OgHako cunMTaeTcs, 4TO AaHHas naronorua
BCTPEYAETCA ropasno vawe, rnocKonbKy MHOrne taK Ha3blBaemble
"cTepThie” popmMbt 60NE3HN OCTAIOTCA HEANArHOCTMPOBaHHbIMK [1, 3].

Mpusogum Hawe HabnogeHue.

BonbHo# A. L., 1997 r.p., HabmoaaeTcA B KnuHuke [eTckoro Hay4Ho-npaktuv-
yeckoro LieHTpa npoTusopaanaumonHoit sawmtel ¢ 2001 r. MNocToaHHO NpoXuBaeT
BO BTOPOI 30HE PaguaLMOHHOrO KOHTPONs (ypoBeHb 3arpAsHeHus no4vset no Cs-
137 — 18 Ku/km?, cymMmapHas 3KkBuBaneHTHasa [03a No aaHHbiM CnpasoyHuka no
papunauymnoHHoi o6ctaHoBke u po3am nop pegakumei M.U. BanoHosa Ha 1991 . -
1,81 Mm38). Ha momMenT aBapun Ha YepHobbinbckod AIC (26.04.1986) marepu pe-
6eHka ObINo LWeCTb, OTLY — AEBATL NeT.

M3 aHamHe3a M3BeCTHO, 4TO peBeHOK 0T MONOALIX, 3[0POBLIX POAUTENEN, He COC-
Tosuwmx B 6nmakopoacTeeHHOM Gpake. HacnepcTBeHHOCTL He oTaroteHa. Maas4uk ot
nepsoit 6epeMeHHOCTH, NPOTEKAaBLUIeN C Yrpo30ii NpepLIBaHUs B TpeTbLeM TpUuMecTpe
(cTaumoHapHLIM NledeHneM NO ATOMY NOBOAY), aHEMUE Nerkon cteneHn, Hecrieundu-
YEeCKUM KOALITUTOM, NepeHeceHHbIM MaTepbio OCTPbIM BPOHXUTOM Ha cpoke 9-11 He-
Aenb. Poisl — B CPOK, C NpoBeAeHUEM MeVKaRMEHTO3HOI CTUMYNISLIMK POAOBOIA Aen-
TensHocTN. Mpy poxpeHnn kedanoreMaToMma NPaBoit TeMeHHoN obnacTh, AByKpaTHOE
06BUTHE NYMOBUHBLI BOKPY! WieW. PaHHee NCUXOMOTOPHOE pa3suTue. 3afepXka cra-
HosneHus pe4n (ppasosas peyb ¢ 3 net). Ha BTopom ropy HaBRloaanNca AETCKUM Xu-
PYProM € AWArHo3oMm: gucnnasus TasobeapeHHbiX CyCTaBoB, NOMy4an BOCCTAHOBW-
TenLHoe nevYeHue.

Mpu rocnuTanMsaumm B KIIMHUKY Xanobbl Ha YacTble NPOCTyAHbIE 3ab0neBaHnsa,
nepuoavdeckme 6011 B XMBOTE, CHUXEHME anneTuTa, NOBblleHHyio Bo3byau-
MOCTb, NMNOXYIO0 COCPEeA0Ta4NBaEMOCTb, YTOMNSEMOCTL, MOTOPHYIO HENTOBKOCTb, HO-
COBbIE KPOBOTEYEHUN, TPYAHOCTU B NPON3HOLLEHUN OTAENbHLIX 3BYKOB.

Mpu nocrynnenvn obuiee coctosHue Banxe K yposneTsoputensHomy. Mpa-
BUNLHOIO TEAOCNOXEHUA, NOHUXEHHOro NuTaHmus. Pusmyeckoe passutue Bbille




cpepHero, aucrapMoHuyHoe (poct 119 cm, cooTeTcTBYET 80 LEHTUNBHOMY KOPU-~
Bopy, Macca Tena 23 Kr, CooTBeTCTBYeT 25 LieHTunbHoMy kopuaopy). O6pawiaeT Ha
cebs BHUMaHWe BbIPaXEHHAA MbILLEYHAs TMMNOTOHMS, Pas3BoNTaHHOCTb CyCTaBOB,
9KXMMO3b! Ha NepeaHen NOBEPXHOCTU HWXKHWUX KOHeuHocTel. MpyaHas knetka ae-
dopmuposara no Tuny nnockoit. KoxHsie Nokposbl GrepHble, nepuopbutanbHblii
uvaHo3. 3eB pa3pbixieH. B nerkux se3ukynsipHoe asixaHune, xpunos HeT. ToHb! cepa-
ua pUTMUYHEIE, IEMKUIA CUCTONMYECKUIA WYM € p. max 8 V-Touke. XHUBOT MArKuii,
nocTyneH rybokov Nansnauum Bo BCex oTaenax, 6esbonesHennuit. MeyveHb y kpas
pebepHoii ayrn. Ceneserka He nanbnupyercs. Granonoruieckue OTNPaBNEHUs B
HopMe.

MNpun o6cnepoBarumn B oTaenexHny:

—  KAHUYECKUA N BUOXUMUYECKUIA aHaIN3bI KPOBW, OBLLIMIA aHanns Moun: 6es

naTtonoruu.

— 3xo0-KT: npusHakos nopoka cepaua He BbissaeHo. KL, J1XK 42 mm (npu

HopMme o 39). inaroHansHas TpaGekyna B NeBOM Xenyaouke.
~  Y3W BHYTPEHHUX OPraHoB: KOCBEHHbLIE 3X0O-MPU3HAKMN XONenaTum, peakTvs
HbIX U3MEHEHUIH NOMKENYA0YHON Xenesbl.

~- Koarynorpamma: TeROEHUUSA K TUriepkoarynaiLmn.

— Okynuctom shisiBneHa mMyonus OH cpegHeii cTeneHn TRXecTu.

LuTtoreHetnyeckoe nccnenosanne kposu peberka u poanTeneit: y pebeHka
NoBbILIEH YPOBEHb XpomMaTuaHbix pparmeHTos (2,0 Ha 100 xneTok, npu Hopme 0-1)
v npoGenos (1,5 Ha 100 kneTok, npu Hopme 0-1), y poauTeneii — NPeBLILIAIOT HOP-
My 0AWHOYHBIE XPOMOCOMHLe dparMenTe (2,0 Ha 100 kneTok, npwn Hopme 0-1),
npoGenkt (1,5 Ha 100 kneTok, Npu HopMe 0-1). PenapabenbHocTs reHoMHoi JHK
CHUXeHa y pebeHka u poauTeneii n coctasnser 1,0.

PeGeHok # ero poauTeny KOHCYNLTUPOBaHLI FTeHETUKAMM OTAena BPOXAEHHBIX
U HacnefcTeeHHbiX 3abonesannit MHUM neguatpvm n AeTCKOR XMPYprum — [OKTO-
POM MeauUMHCKMX Hayk A.H. CeMAYKMHON 1 AOKTOPOM MeMUMHCKUX Hayk E.A. Hn-
Konaegou. YunTLiBas OTCYTCTBME 3a00NeBaHUsS y poanTeneil u KnuHuYecKne Nposs-
nenva y pebetrka (MbllledHas runoToHus, nepepasrnbanmne 8 cycraeax, ngedopma-
uMS rPyAHON KNEeTKN, HOCOBLIE KPOBOTEYEHWS, PACTSXXKUMOCTL KOXU Ha MLE, YLIax,
CHUCTONMYECKUIA LLIYM Hag obnacTeio cepAaua), MOXHO CAESAaTh BbiBOM, O HANMMYUN Y
Mansuvka cuHapoma dnepca — Jannoca |l Tuna, BOZHUKILErO B pesynkLTaTe cBexei
MyTauuu. He ncknioyeHa cBA3b AaHHON NaTONOMMK C paamnaLMoHHOM BO3OENcTBUEM
Ha poauTeneit B neTCKOM BO3pacTe, 0 YeM KOCBEHHO CBUETENLCTBYIOT NOBbLILLEH-
Hbie YDOBHU XPOMOCOMHBIX hparMeHToB 1 Npobenos, CHUXEHHbIA YPOBEHL penapa-
BenbHocTV reHoMHol JHK.

B cooteeTCcTBUM C MocTanoBneHuem MNpasutenscrea PO ot 26 oktabps 2000 r
Ne 820 1 cornacHo "MexayHapoaHo# HOMEHKNaType orpaHuHeHuin XuaHenesTe b-
HOCTU U coumasibHON HeAOCTaTOHHOCTH™ Y pefeHka UMeeTCs:

— HapyuleHue B COCTOAHUY 3A0POBLA: pasaen 7 "asuratenbHble HapyLieHus"”,
noppy6pvika 77 (HapylieHne MbILLEYHOR CUMbl HUXKHUX KOHEeYHoCcTelt); pasaen 3
"A3LIKOBLIE U peyestie HapyweHus”, noapybpuka 30 (A3bIKOBbLIE K PeyeBble Hapy-
LieHus);

— OrpaHuueHue Xmn3HeaeaTenbHOCTU: pasaen 2 "CHuXeHne cnocobHocTu 06-
waThca ¢ OKpyxXawwmmMn™, noapybpuka 24 (CHMXeHue crocoBHOCTW pasroBapu-
BaTh); pa3fen 3 "CHuxeHne cnocobGHOCTK nepeasuraTbca”, noapybpuku 32 (cHu-
XeHue cnocobHOCTK NpeoaoneBaTh NPENATCTBUA UAKU NOAHUMATLCA NO NECTHULE)
1 33 (cHnxeHne cnocobrHocTu Gerats). B CBSA3U C U3NOXEHHbIM, BbIN0 PEKOMEHAO0-
BaHo o6pauleHre B opraHbl MC3 1o MecTy XutenscTea, rae pebeHky 6bina ycraHos-
neHa MHBaNUIHOCTb.,

CuHapom 3nepca — aHnoca (CO/L1) npeactaBnaeT reteporeHHyio
rpynny 3abonesaHuii, O6LLMMKU KNIMHUHECKVMWN NPU3HAKaMKU KOTOPbLIX
ABNAIOTCA rMNepModunbHOCTL CYCTaBOB, MOBbILEHHAs PaCTAXU-
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MOCTb KOXMW, MOBbILEHHAA PAHUMOCTb TKAQHEN, CKENETHbIE U3MEHe-
HMS K pa3HoobpasHbie NPOABNEHUsA CO CTOPOHbLI BHYTPEHHUX opra-
HOB, CBAI3aHHbI€ C HapyLUEHMEM NPO4YHOCTN COeAUHUTENbHOMN TKaHN.

CornacHo nocnegHeir knaccudpukaumm (1997 r.), sbigensior 6
Tunos C3/1. Cpean HUX Knaccu4eckuin, runepmobunbHbliA, Backy-
NAPHbIA N apTpoxana3ua cBA3aHbl ¢ 4ePEKTOM CUHTE3a npokonna-
rFEHOBbIX Uenei n HacneaylTcsl N0 ayTOCOMHO-40MUHAHTHOMY T!-
ny, a KWpOCKONMOTUYECKUIA TUN U AepMaToCnapakCuc CBA3aHbI C
DedEeKTOM reHoB, KOTOpbIie KOaupyiloT pepMmeHTh, npeobpa3lyiouime
KOJINareHoBble MONEKY/bl; OHU HacnegylTcs No ayTroOCOMHO-pe-
LeccmBHoMy Tvny [7].

Hanbonee 4acTto BcTpevaetca knaccuqeckmii Tun C3/, oH coc-
TaBnseT okono 90% cnyy4aeB. OCHOBHbIMU AMArHOCTUHECKUMM KpUTe-
pysSiMM €ro SBASIOTCA TMNEeppacTaXuMOCTb KOXW, aTtpoduyeckue
("nmanupocHbie™) pybupl, runepmModunbHOCTb CYCTaBOB.

XapakTtepHa rnagkas, 6apxarucras, TOHKas Koxa, gnvtenbHoe 3a-
XUBJIEHWE paH U NOCNeonepaunoHHbIX WeoB. PopMUpoBaHUE aTpo-
PuYHbIX PYOGLIOB NPOUCXOLUT B CBSI3N C PACXOXOEHUEM KPaeB paHbl.
MepBble pybubl NOKBAKIOTCA, KOraa pebeHoK HaYMHAET rno3aTthb U XO-
OnTb. NpUMEpHO B TPETK ciyyaeB Ha NepeaHeBHYTPEeHHEW NMoBepX-
HOCTW rONEHEN Y NpeanNeyYnii BbISBASIOTCA MEJTIKWE MNOTHbLIE NOAKOX-
Hbl€ Y3ENKWN, KOTOPbLIE HAa PEHreTHOrpaMMax BbirnsaaaT KanbLumpuum-
pOBaHHLIMU. Ha NOKTAX N KOMIGHAX MOMYT OnpeaensaTbCs NOAKOXHbIe
ncesaoonyxonm. Oxun popmMupyioTCs Ha MeCTax MOBTOPHbLIX NOAKOX-
HbIX KPOBOU3NURHUIA. lfeMopparndeckne n3amMeHeHnst BO3HUKAaloT npu
HOpPMasbHOM KOoarynsiumoHHOM cTaTyce.

MaTtonornuyeckas nNOABMXHOCTb CYCTaBOB NPOABSETCHA NOB-
TOPHBLIMU BbIBUXaMK U NOABLIBUXaMUX CYCTABOB, B TOM YUChe BPOX-
OeHHbIMU BbiBUXxamu 6eppa. MoBTOPHbIE NOABLIBUXU XapaKTepHb
ONK NReYeBbiX, BUCOYHO-HUXHEYENIOCTHLIX CYCTAaBOB U HaJKONEH-
HUKoB. Takxe oTMeyaloTcs XpoHudeckme apTpanrum 6e3 socnann-
TeNbHbIX U3MEHEeHWA cycTaBOB. XapakTepHbl CKONMO3, kndoas,
naockocronue.

YacTo BCTpeYaloTCA pasnuyHblie NPOSIBNEHUA HapyLUEeHWs npouy-
HOCTU TKaHeil BHYTPEHHUX OpPraHoB. TUMNUYHLI TPBIKU, ONyLUHeHue
BHYTPEHHUX OPraHoB (B 4aCTHOCTU, NPORANChl FEHUTANNIA Y XEHWH
¥ BbiNajieHue NPSAMOi KNLLIKU Y ManeHbkux getein). Cpean akyuwepc-
Kux NpobneM: npexaeBpeMeHHbI pa3pbiB NNOAHbLIX 060N0oUYeK 1, Co-
OTBETCTBEHHO, MpexXAeBpeMeHHbIe POAbl, a8 TaKxKe Mocnepoaosbie
KPOBOTEYEHUS.

Ina runepmobunsHoro tuna C3/ xapaktepHo npeobnaganve ru-
nepmMoBuILHOCTU CyCTaBOB NPU OTCYTCTBUU CKENETHbIX U OTHOCHU-
TENbHOW HE3HAYUTENbHLIX KOXHbLIX NpossaeHni. KoxHasa pacTtaxu-
MOCTb Pa3NIN4YHON CTEMEHU BbIPAXEHHOCTUN, aTpoduyHble pyOubl HE
XapakrepHbl. PaHO nosBnsioTcs 6011 B CyCTaBax 1 MbllLLI@X, OHW HO-
CAT XPOHUYECKUI, U3HYPSAIOWMIA xapakrep. MnepMobunbLHOCTb Cyc-
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TaBOB ONpenenseTcs Ha OCHOBaHUM OLIEHKM MOABMXHOCTH CYCTaBOB
no wkane beitrtona. LLikana sknio4aeT B cebs 4eTblpe napHbix Npua-
Haka »n OOuH HenapHbiii: 1) naccuBHOE ThiNbHOE CrubaHne MmMavHua
6onee 90 rpagycos (no ogHomy 6anny ans Kaxaon pyku); 2) naccme-
HOe npuseneHue 60abLWOoro nanbua K crmbéarenbHOM NOBEPXHOCTU
npeannedos (N0 ogHoMy 6anny ans kaxaon pykm); 3) nepepasrnba-
HMUe NOKTeBbIX cycTaBoB 6onee 10 rpapycos (no oaHomy Banny ans
Kaxaon pyku); 4) nepepasrnbaHme koneneit 6onee 10 rpagycos (no
onHomy 6anny o Kaxaon Horv); 5) HaknoH Bnepegn, He crnbas kone-
HEN, C KacaHMeM nona nagoHamMu (oauH 6ann). MNepmobuNbHOCTLIO
cuuTaeTcsa naTb 1 6onee 6anNoB NO AAHHOM LWKane.

Cocyaucrbiii (BackynsipHbiii) Tun C3/[ aBNaeTca XU3HEHHO Yrpo-
KaloLWwuMm B CBA3U C paspbiBaMin CTEHOK COCYAOB M CTEHOK MONbIX Op-
raHos (kuLlie4HmMKa, MaTku U MO4YEeBOro nyswipsi). Hambonee vacto
CNOHTaHHbIe apTepuanbHbie Pa3pbiBbl BO3HUKAIOT B TPETbLIO-4EeTBEp-
TYIO AeKaabl XU3HW, MHOMa paHbLue. Yalle BCero BOBAEKAIOTCS apTe-
pum cpeaHero kanmbpa. B cemeiiHOM aHaMHEe3€e BaXHO Hann4ume cny-
4YaeB BHE3anHoO CMepTu cpeau poacTBEHHUKOB. Hepeako y B3poC-
NbIX 6ONbHBLIX BCTPEYAETCSH XapaKTePHbll PEHOTUNM: Y3KUIA HOC, TOHKUE
rybbl, HaTAHYyTas KoXa, BNasLUME WEKN N 9K30¢TanbM n3-3a yMeHb-
LWEHMA NOAKOXHO-XMPOBOro cnos. Cpeay AONONHUTENbHBIX KpUTe-
pueB — apTEPNOBEHO3HbIE KAPOTUAHO-KAaBEPHO3HbLIE PUCTY/IbI, NHEB-
MOTOPaKC/NHEBMOrMapOTOpaKke, aTtpodumsa Kpas AeCeH.

Kugockommotuuecknii Tun C3L Xapakrepuayetcsi BbipaXeHHON
MbILLIEYHOW MMMNOTOHMEN U, KaK CneacTBue, 3a0epXKOn MOTOPHOro
pas3BuTHs, NPOrPECcCCUpPYIOLUM CKOJIMO30M C poXaeHns, GopMUpYyio-
wMMCs B panbHenwem KnoCkOANMO30M. BoipaxkeHHbI CKONUO03 (Kun-
¢$oCcKoMMO3) NPMBOAUT K yTpate CrnoCcoBHOCTU CaMOCTOATENLHO ne-
pensuraTbCst BO BTOPON-TPETHEN AeKaae Xu3Hn. Berpeyaertca pas-
HOOOpa3Has rnazHan NaroNiorva: XPynkoCTb CKNep, Pa3pbiBbl Ma3Ho-
ro a6noka, oTcnoiika CeTt4aTtkv, MUKpoKopHea, MUonusa pasfiniyHomn
cTeneHu TAXeCTU u ap.

MNpwu apTpoxonasnn OTMEYAETCH TshKenas reHepann3oBaHHas rm-
nepMobUNLHOCTL CYCTAaBOB, NMOBTOPHbLIE BbIBUXM (NOABLIBUXK) CyCTa-
BOB, XapaKTepeH BPOXAEHHbI BbiBUX Beapa. Huskuit poct aBnseTca
CneacTBUEM BbipaXeHHOro Kugockonmosa n/uam soisuxa beapa.

depmarocnapaxcuc ("psywiasacs koxa"). OCHoBHble AmarHoCTu-
Yyeckue KpUTepumn: OTCNanBaIoLLAsCst, 30bITOUHAsA, XPYNKas KOXa, Xa-
paxkTepHbl 60nbLKE FPbXU (NYNOYHbIE, NaxoBbie) [4].

Cvnapom 3nepca — [Jannoca xapakTepmM3yeTcs NPorpeameHTHbIM
TeuyeHneM. Hacto OeTm poxaaloTes npexneBpeMeHHo; B nepnoae Ho-
BOPOXAEHHOCTN MOXET ANarHOCTMPOBaTLCH BPOXAEHHbLIA BbIBUX Ta-
306eapeHHbIX cycTaBoB; andady3Has Mbille4Has rMNOTOHWA BCNeA-
CTBUE KOTOPOWN Yy pAeTeit 0TMe4aeTcs TeMNoBaa 3agepXka MOTOPHOro
passutua. C Bo3pacta 1-2 neTt NossasioTca NpU3Hakv runepmoduns-
HOCTU CyCTaBOB, HApylwieHUst 0CaHku, pedopMauua rpyamHst, LWWyM B
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o6nacrtu cepaua, neTexmanbHas Cbiflb U 3KXMMO3bl. CHUXEeHne ocTpo-
Thl 3peHns BoiaBAseTcs ¢ 5-8 ner [2].

CvmMmnToMaTnka HapacTaeT B npe- n nybeprtatHbii nepuon,;: ¢dop-
MUPYIOTCA "NannpoCHbIE™ U KenouaHble pyoLibl, NCEeBA00NyXonn,; yee-
NMYMBaAETCH CTeneHb CKONMo3a, nponabupoBaHne KnanaHos cepaua,
aunaraumsi ero NONOCTen; nporpeccmpyeT cnabocTs CBA304HOrO an-
napara, BO3MOXHO Pa3BUTUE OCHIOXKHEHWA: CMOHTaAHHbLIX BbIBUXOB
CyCTaBOB, KPOBOU3IMSIHAWA B NONIOCTbL CYCTaBOB.

ns amarHocTuku cnHppoma 3nepca — lannoca Heobxoanm aHa-
JIN3 FreHeasiorM4ecknX OaHHbIX, 8 UMEHHO: COCTaB/iEeHUe POoAOCNOB-
HbiX, NOly4EeHUEe AOMONHUTENBHBIX CBEAEHUIA O COCTOSHUM 340P0BbS
YNIeHOB ceMbi (poauTeneit, cnbcos 1 Apyrux GamxaniLumnx PoaCTBEH-
HUKOB BOMbHLIX OETENR).

AHanus mopdpodeHoTuna C3[ ssioyaeT nsydeHue Gprusan4eckoro,
HEePBHO-NCUXUYECKOTO Pa3BUTUSA AEeTEen U COCTOAHUA Pa3NNYHbIX Op-
raHos u cucrtem. na 6onbluinHcTBa 60/bHLIX C CAHAPOMOM Jnepca —
Jannoca xapakrepeH HOpManbHbIA TUM TEOCNOXEHWUS U TaPMOHNY-
Hoe pa3BuTue. MHTennexT, kak npaBuno, coorTeeTcTayeT Hopme (1Q
paBen 85-115 eannuu) [6]. MccnepoBatme napaMeTpos CBEPTLIBAIO-
e cucTemMbl KPOBM BbIIBISIET HOPMasbHbIe NnokasaTtenyu uan TeH-
JEHUMIO K rurnepkoarynsuum, HocsiLen, BeposiTHEE BCEro, KoMrneHca-
TOpHbI xapakTep. Mpu C3[1 nmeeT mecTo cHuxexmne penapauun OHK
NMMQOLMTOB ¥ OTCYTCTBUE afaNTUBHOIO OTBETA.

BhigBisieMble KNIMHUYECKME NPU3HAKK: O0LLas Mblle4YHasa runo-
TOHUS, NaoXas NepPeHOCUMOCTb GUINYECKNX N SMOLIMOHANbHBIX Har-
PY30K, YTOMIIEMOCTb, MbILLEYHLIE U rO/I0BHbIE 60N, FONOBOKPYXe-
HUA, PBOTHI; BUOXMMMYECKUE NapamMeTpbl (MOBbILLIEHNe YPOBHSA MO-
NOYHON N NMUPOBUHOrPaAAHON KACHOT B CbIBOPOTKE KPOBW Ha ¢OHE
CTAHAAPTHOIO [MIOKO30-TONEPAHTHOIO TECTa; CHUXEHUE YPOBHEN
ATD, A n AMD; yBenuueHne nokasaresnein ManoHoBOro aguanbae-
rmaa, rmapornepexKucein n CHAXEHUE aHTUOKNCIUTENbHOW aKTUBHOC-
TV NNAa3Mbi) CBUOETENBCTBYIOT O HaNM4nn GyHKUMOHaNbHBLIX HapyLie-
HUIA MUTOXOHAPWIA NPWU AAHHOW NATONOTNK.

BuoxumMmuieckue napamerpbl NMOATBEPXAATCS Mopdonornyec-
KuMu gaHHbimmn: perHomeH RRF ("pBaHbix” KpacHbIX BONOKOH) B KONN-
yectse 15-54%, aHoManbHOE nNepepacnpeneneHne nunuaos N Kanb-
LMS U YNBTPACTPYKTYPHBIE N3MEHEHNS MUTOXOHAPUIA.

Detam ¢ C3/1 Ha3Ha4aeTCs KOMMNEKCHaa Tepanus, HarnpasnieH-
Has Ha ykpenneHmve COCYAMCTON CTEHKU, CTUMYNSLIMIO SHEPreTUiec-
KOro o6meHa, ynydieHue nokasarenei nepekucHoOro OKMcneHus nm-
NAOOB U aHTUOKUCITUTENBbHOW akTUBHOCTU NNa3mbl. bonblLuoe BHUMA-
HUE yaensieTcs Gpu3no- u CaHaTOPHO-KYPOPTHOMY sieveHuio. o noka-
3aHMAM MPOBOAATCA XMPYPruieckne BMewaTenbcrsaa.

J[lns ykpenneHus CTeHKM COCYA0B ¥ YMEHbLLIEHWUA KPOBOTOYUBOCTH
JeTsiM pekomeHayeTcs npuem ackopytuHa no 100 mr (1 tabn.) 2 pasa
B IeHb B Te4eHne mecaua no 3-4 kypca B rog.
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B ¢BA3u € AoKa3aHHbIM HAPYLWEHNEM MUTOXOHAPUANbLHOK 3Hepre-
THKW, B HaLLeM NHCTUTYTe pa3paboTaHa n BHeApeHa B NPakTUKy Tepa-
nuA ANA yNnydlweHns rnokasarenen Kneto4Hon 6uoaHepreTukun, nepe-
KACHOro OKWUCNEHUs NUNUAOB U aHTUOKUCITUTENbHOMA aKTUBHOCTM
nnasmobi;

- BuTamuHbl B1 n B2 wasHavaiotca 8 nosax 20-50 Mr/cytku B

Te4yeHue Tpex MecsLEB, 2-3 Kypca B ro;

— BUTaMuHbl C 1 E no 300 mr/cyTtku B TeueHmne 30 aHeid, 3-4 Kyp-

caBrog;
- k03H3uM Q10 no 30-90 Mr/cyTku B 3aBUCUMOCTH OT BO3pacTa
U TAXEeCTU coctosHust pebeHka. Kypc nedeHusa 3 mecsua,
2-3 Kypca B rop;

— npenaparbi AHTAPHOWU KUCNOTbI (IMMOHTAP) NPUHUMAIOTCA U3
pacyeTta 10 Mr/kr maccoi Tena, gns getein obbiHHO He Bonee
2 TabneTok B AeHbL B Te4yeHue 14 pHeii, 4 kypca B roa;

— umtoxpom C (unto-Mak) Mcnonb3yerTcs BHYTPUMBbILLEYHO WK
BHYTPUBEHHO N0 4 MN eXeaHEBHO B TedeHne 10 gHen, 4-6 kyp-
COB B rofi;

— npenaparbl KapHuTUHA (3nbkap) HasHavalot no 200-600
MI/CyTKW, [AIOT ABA pa3a B CYTKM No 3 Mecsaua, 3 kypca B rop;

- anmedocdoH HasHavetcs no 30 Mr/cyTkmn 2-3 pasa B eHb B
TevyeHue mecaua, 3-4 kypca B rog,

Hapsay ¢ MegukaMmeHTO3HbIMKM CPeACTBAMU UCMNONb3YIOT: MarHu-
TOoTepanuio Ha cycrasbl (Kypc — 10 ceaHcoB, 3 kypca B roj), 3neKTpo-
CcoH (kypc - 10 ceaHcoB, ngaxabl B ron), ne4ebHyio ouskynsTypy ¢
NPEMMYLLIECTBEHHbLIM BO3ENCTBNEM HA ONOPHO-ABUraTeNbHbIA an-
napar (kypc — 15 aHei, 4 kypca B rog), caHaropum ans 60nbHbLIX C Ha-
pyweHnemMm pyHKUMU KOCTEeN N CyCTaBOB UM CEepaEeYHO-COCYANCTON
CUCTEMbI (KYpC nevyeHus — 24 gHs, 1 pa3 B roa). ersam n3 paguaum-
OHHO 3arpsi3HEHHbIX TeppuTopMn GU3noTepaneBTUHECKOE BO3OEN-
CTBME HE peKOMeHayeTCs.

OnbiT nokasan, 4ro npumepHo y 80-85 % peteit ¢ C3/[ npoBoaun-
Masi Tepanus cnocobCTBYET ynydiueHnio unu ctabnnusaumm OCHOB-
HOI0 NaTonorM4ecKoro npouecca [5, 6].

Mpu onpepenerun rpynn MHBaANNAHOCTU 60JIbHbIM NOAPOCTKOBO-
ro Bo3pacra v B3pOoCnbiM cnegyeT NpUHUMaTh BO BHUMaHME: NpUBbIY-
Hbl€ BbIBUXWU KPYMNHbIX CYCTAaBOB C HafIM4MeM OCNOXHEHUN, KNPOCKO-
nuo3 Il cteneny, aUdOY3HYIO MBILLEYHYIO TUMOTOHWUIO, 3aTPYOHSAIO-
L0 BO3MOXHOCTb CaMOCTOATENbHOIO NepeapviXxeHnsa n camoobeny-
Xu1BaHUA; Nponanchl KnarnaHos cepaua ¢ perypruraumen, pacuumpe-
HWe NoNoCTeN cepaua, CMOHTAHHBIE NMHEBMOTOPAKCHI.

BonsHbiM ¢ C3/, BCTynaowmm B 6pak, HeobxoaMmMo npoBeaeHue
MeaUKO-reHEeTU4eCKOro KOHCYNbLTUpoBaHus [2, 3].
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PEMMCTPALIUS 3ABOJIEBAEMOCTU YYACTHUKOB JIMKBUAALIMU
NOCNEACTBUIA ABAPUM HA YASC B PA3JIM4HLIX J030BbIX NPYINNAX

A.IM. Bupioxkos, M.A. BonoxoneHkoBa, E.B. Koyepruna, 3.I. Kpyrnosa,
H.C. 3enenckas, O.A. ConosbeBa

Y MeaguumnHckmni paanosiorndeckuii HayqHoiv ueHTp PAMH,

r. O6HUHCK

HecMOTps Ha TO, 4TO C MOMeHTa aBapuu Ha YASC npowno yxe 20
NET, U3y4eHne COCTOSAHUA 300P0BbA HAceneHu s, noasepruerocs 06-
NYYEHWIO B peaynsTaTe katacTpodsl, NPOAoIXaeT OCTaBaTbCs OAHOW
N3 BaXHbIX NPOGIEM HALIMOHANLHOIO 3ApaBoOXpaHeHns. TeXHONOrns
NPUHATUS yNpaBNeH4Yeckux petueHuii B o6nactu 30paBOOXpaHEHUA
TpebyeT B OTOANEHHOM NEPUOAE OPraHM3auny SOrOCPOYHOro Hab-
NOAEHUA 32 COCTOAHNEM 340POBbSA, HA OCHOBAHMM KOTOPOIro A0KHO
NNaHNpoBaTbLCA NpoBeaeHne Ne4ebHo-0300P0BUTESTbHBIX MEPOTPUS-
TUIA AR CHYKEHUA BO3MOXHbBIX OTAAMEHHbIX PaanaumoHHbixX addek-
TOB y NOCTPaAaBwero oT 06ny4eHna HaceneHus, obecneveHns kade-
cTBeHHoro cbopa u 06paboTku MeanKo-A03NMETPUHECKNX AaHHBIX.

MO3TOMY BaXXHO OPraHU30oBaTb Ha NPOTHXKEHUU JAUTENBHOTO CPO-
Ka TwartenbHoe HabnoaeHue 3a 06Ny4eHHbIMU KOHTUHIEeHTaMu ana
OLIEHKM OTAANEHHbIX NocneacTsuii. B AeATenbHOCTH OPraHoB 34paso-
OXpaHeHusa cTana HeobxoauMOW 3apada BbIIBAEHUS BO3MOXHOIO
BNUAHMA paanaumoHHoro ¢gakropa v, npexae Bcero, Manbix o3 no-
HU3NPYIOLLErO U3NYHEeHUA, Ha NONYNAUMOHHOM ypoBHeE. Bce Gonblunit
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