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3.Ilpu omeHke 3XOKapaAUOTpaPUUYECKUX MapPKEPOB PEMOACIUPOBAHUS Y
MNauECHTOK C ,Z[PICHJIaSPIefI COGI[I/IHI/ITGJII)HOﬁ TKaHBIO U 0e3 Heé pa3jin4dusl BBIABJICHBI
KaK B JII/IHGﬁHLIX, TaK U B 00BEMHBIX [TOKA3aTEIAX.

4. B 06CJICI[OB&HHOﬁ I'pymIic manucHTOK IOCTMCHOIIAY3aJIbHOI'O IICpUOaa HU B
OJHOM CiIyda€ HC BBIIBJICHBI KPHUTCpHUU JAC3aAAIITUBHOIO PEMOIACIHUPOBAHUA
MHOKapaa.
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AHHOTaHI/ISI. B crarbe MNpHUBCACHA PCKOHCTPYKIOUSA KIMHHUYCCKOIO Clydas
OCTpOro TreMo(pUINYEeCKOoro reMaprpo3a y uapeBuua Ajsekces HwukonaeBuua
POMaHOBa, MMpCIIOKEHA TAKTHKA BEACHNA Ha OCHOBAHUH COBPEMCHHBIX KIIMHUYCCKUX
peKOMeHI[aHI/Iﬁ 10 JUArHOCTHUKE U JICHCHUIO FGMO(I)I/IJ'II/II/I.

Annotation. The article presents the reconstruction of a clinical case of the acute
hemophilic hemarthrosis of Tsarevich Alexei Nikolaevich Romanov, proposed
conducting tactics based on modern clinical guidelines for the diagnosis and treatment
of hemophilia.
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BBenenue

[To nanubM otueta o Exerognom riobansHoM onpoce Becemupnoit dhenepanuu
remodusiun 3a 2019 roa Koam4ecTBO OOJIBHBIX B MUpPE ¢ TeModuiiuen cocraBuio 195
263 genoBeka [3]. 3aboneBaHre HACIEMyEeTCs MO MAaTEPUHCKOW JMHUH, OJAHAKO 1/3
BCEX CIIy4aeB SIBJISIETCS PE3yJbTAaTOM CIIOHTAHHOW MyTanuu Oe3 MpeAlleCTBYIOIIEH
cemeitHoi ucropuu. [ns remodpunuu A uzBectHo 6osee 3200 myraruii, Hanboee
4acTo — WHBepcusi MHTpoHa 22 wunu 1, remodunuss B pasBuBaercst B pesyibTare
myTanuu B rene Xq27 [1,5]. T'emodunus (I') xapakTepusyercss TeMaTOMHBIM THIIOM
KpPOBOTOUYMBOCTH. PennanBupyronme KpoOBOU3IUSHUS B IOJOCTh CYCTaBa MPUBOJAT K
MOBPEXKJCHUIO XPSIIEBOM U KOCTHOM TKaHed, (OPMHUPOBAHUIO XPOHHUYECKOU
nepopmupytomeil aprponaruu. KuzHeyrpoxkaomumu sBisitorest nopaxenust [THC,
KKT, cocynoB o6macTu 1meun/ropia, 3a0pIOIMMHHBIE TeMaTOMBI [5].

C cepenunbl XX B €AMHCTBEHHBIM METOAOM JieueHHs [ OblI0 MCnoip30BaHue
HEOUYHUIICHHBIX MPENaparoB — KOMIIOHEHTOB KPOBU (CBEKE3aMOPOKEHHOM IJIa3Mbl
Wi Kpuonpeuunurara). OCHOBHBIM MPUHLUMIIOM JiedeHHuss ' B HacTodiee Bpems
ABJISIETCS MOCTOSIHHAS MpOo(UIaKTUYECKas crieln(pruUecKas 3aMECTUTENIbHAs Teparnus
KOHLIEHTpaTaMu (pakTopoB cBepThiBaHUsA. [loMolp mareHTam OCyIIeCTBIISAETCS Ha
OCHOBAaHHWH T'OCYJApPCTBEHHOM IMPOTrpaMMbl « 12 BBICOKO3AaTpAaTHBIX HO30JOTHI» [6],
YTO 3HAYUTEIBHO YIYUYIIWJIO KaYECTBO M MPOJOKUTEIbHOCTh KM3HU OOJBHBIX. B
HACTOSIIIEe BpEMsl MPOAODKUTENBHOCTh JKM3HM JAHHBIX MAlUKUEHTOB JIOCTUTAET
CpelHEW B MOIyJISIUH, TOrJa Kak B Havaie XX BeKa JI0 3peJIoro Bo3pacTa J0KUBaIH
TOIbKO 12% 60JbHBIX [4].

Henb uccaenoBanusi — IEMOHCTPALU PEKOHCTPYKIUU KIIMHUYECKOTO CITyvas
OCTPOro reMO(WINYECKOr0 TemapTpo3a y uapeBuda Anekces HuxonaeBuua
PomaHoBa, npejioKeHa TaKTHKa BEJACHHS HA OCHOBAaHUY COBPEMEHHBIX KIIMHUYECKUX
pPEKOMEH Il 0 AUATHOCTUKE U JICUEHUIO TeMODUITUH.

MarepuaJibl M METOAbI HCCJIEIOBAHMUS

MN3yuyeHa © DOpoaHaNM3MpOBAaHA HayyHas JIATEpaTypa, IIOCBSILECHHAS
AMUAEMHUOJIOTHH, TAaTOT€HE3y, KIWHHUKE, COBPEMEHHBIM METOJIaM JTUArHOCTUKH H
neyeHuss remopuinu. M3ydeHsl M OpoaHaIM3UPOBAHBl  JIOKYMEHTAJIbHBIE,
MCTOPUYECKHE MCTOYHUKHU, CBUJIETEILCTBYIOLIME O 3a00J€BaHUU LlapeBuya Ajekces
Huxonaesnua PomanoBa [4], Ha OCHOBaHMM KOTOPBIX MPOU3BEICHA PEKOHCTPYKIUS
KJIIMHAYECKOr0 Cclly4asi OCTporo remaptposa. llpennoskeHa TakTMKa BEIEHUS Ha
OCHOBAHHM COBPEMEHHBIX KIMHUYECKUX PEKOMEHAAIMH MO0 JUArHOCTUKE U JICYEHUIO
reMO(pUINH.

Pe3yabTarsl Hcc/Ie10BaHUS U UX 00CYKAEHHE

bonpHo#t PomanoB Aunekceit HwukomaeBuu, 13 ner, 30.06.1904 r. p.
[IpenbsiBisieT xaio0bl HA UHTEHCUBHBIC 00JIM B 0OOMX KOJICHHBIX CyCTaBax W 0oy
CpeIHell MHTEHCUBHOCTH B TaXOBOM 00J1aCTH, HEBO3MOKHOCTH IOJIHOCTBIO Pa30THYTh
HOT'Y B KOJICHHOM cycTaBe [4].
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Anamnesis morbi. CuutaeT ceds1 60JbHBIM ¢ POXKICHUS, Koraa Ha 40-i JeHb OT
poxaeHus (8 ceHtsops 1904 roma) pa3BUIOCH CIIOHTAHHO HAYaBIIIEeCsS MACCHUBHOE
yMOWJIMKAIbHOE KpPOBOTEUEHME, JUIMBIIEECS OKOJO JBYX HENEIb, KOTOPOE
KyIUPOBAJIOCh CaMOCTOATENbHO. bbbl TOocTaBieH jguarHo3 — remoduiauu. Ha
NPOTSHKEHUU KU3HM OTMEYal OOWJIbHBbIE KPOBOTEUYEHHS U3 MaJICUIIUX MOPE30B U
LaparnuvH, Ha KOTOPbIE HAKJIAJAbIBAIUCh TYTHUE JABSIINE MOBA3KH, MECTHO 3% pacTBOp
nepekucu Boaopoaa. C HavalloM ABUTATEIbHOM aKTHUBHOCTH B JIETCKOM BO3pAacCTe
AMU30/1bl TEMAPTPO30B KOJIEHHBIX U JIOKTEBBIX CYCTABOB, BHI3BABIIINE OIPAHUYCHUE B
HUX TOJBUKHOCTH. /{71 mepeMeliieHnsi ero HOCHJI Ha pyKaxX MPUCTABICHHBIN MOpSK.
Jlinst dukcarmuu W BBIMIPSIMIICHUS KOHEYHOCTEW WCIOJIB30BAIMCH METAJUTHYECKUC
«opTe3bl». s JiedeHHs CYyCTaBOB MPUMEHSIUCh MACCa)XHu, TOpSYUE TPSI3EBBIC
KOMIIpecChl W BaHHBEI. [locTeneHHO CPOPMUPOBAICS AHKWIO3 MPEUMYIIECTBEHHO
JIEBOTO KOJICHHOTO cycTaBa. B okts6pe 1911 1. nepeHec KpoBOU3NUsIHKAE B TTaXOBYIO
00J1aCTh, COMPOBOXK/IABIIIEECS JIMXOPAIKONH M WHTEHCHUBHBIM OOJIEBHIM CHHJIIPOMOM,
yCyTryOJIsIBIIUMCS TIPY JBIKEHUAX. JIeueHre He MmoTydalt, HaxoIUJICs Ha MOCTEIIbHOM
pexume. B 1912 r. mociie pe3koro JIBWAKEHHS HOTOM MPOU3OIILIO0 BHYTPEHHEE
KpPOBOTEUCHHE B IMaxoBoW oOsactu. Pa3Buioch MaccUBHOE KpPOBOMBIHUSHUE B
MO/IB3/IOIIHO-TIOSICHUYHYIO MBIIIIy U WUIMONCOUT € Ticoac-cumnToMoM. bein Oonee
MOoJyroga Ha TOCTEIbHOM pexuMe. llosiBIeHHe TremMaToM COMPOBOXKIAIOCH
JUXOPAJIKON, MHTEHCUBHBIMU Oosisimu. B 1915 r. mepeHec nauTenbHOE MACCHUBHOE
HOCOBOE KPOBOTEUEHHE IOCJIE OCTPOr0 PUHUTA, KOTOPOE KYMUPOBAJIOCH CIIOHTAHHO.
B Teyenue xM3HU OTMEUall HECKOJBKO SIHU30J0B MaKpOTreMaTypuH, >KeIyd0YHO-
KMIIEYHOro KpoBoreueHni. 30 mapra 1918 roga CiOHTaHHO BO3HUMKJIM T€MapTpPO3bI
000MX KOJICHHBIX CYCTaBOB W MAaCCHBHOE KPOBOUBIIUSHUE B TaXOBOM 00JIacTH.
[TarieHT HEe MOTr XOAWThH B TeueHUe | Henenu, OeCrOKOWIM HWHTEHCHUBHBIE OOJU B
0o00uX KOJEHHBIX CyCTaBax, OOJM CpeJHEl WHTEHCUBHOCTH B 00JIacTH maxa.
OtMmeuanach IUxopajka, ciabocTh, TMoxynaHnue B TeueHue 1 Hemenu. C 1embio
YMEHbIIIEHUs 00JIeH Ha JIEBBIN KOJICHHBIN CycTaB Oblila HaJIO)KEHA TUIICOBAsI TIOBSI3Ka,
HaXOJUJICS Ha TTOCTEJIbHOM pexuMe [4].

Anamnesis vitae. 5 peOEHOK B ceMbe, MaTepH Ha MOMEHT POXJIEHHUS ObLIO 32
rojia, otity 36 net. HaciencTBeHHOCTh OOIBLHOTO OTATOIICHA [0 MATEPUHCKOM JTMHUU.
Ot remodunuu ymepau naoropoanbid nen (B 30 ner), nans (B 2 rona), ABOE
JIBOIOPOJHBIX OpaTheB marueHnTta (B 31 u 19 ner). OTen HACHEACTBEHHBIX U WHBIX
3a0071€BaHUI HE UMEIL.

OObexkTuBHBIN cTaTyc. CocTrosiHue OOJBHOTO CpeIHEN CTENEeHHU TKECTH,
MOJIOKEHUE BBIHYXJACHHOE. KOXHbIE TOKPOBBI U CIM3KUCTBIC OJeaHbie. JIeBbIil
KOJICHHBI CYCTaB yBEJIWYEH B OOBEME, THIIEPEeMHUpPOBAH, MECTHas TeMIieparypa
MOBBIIIIEHA, AKTUBHBIE W MMACCUBHbBIC JBUKCHUS HEBO3MOXKHBI. IMeeTcst runotrpodus
MBI KOHEYHOCTH, OOJIbIIIe CJIeBa, HapyIIeHHWE NOXOAKH. JIOKTEeBBIC, TPaBBIi
KOJICHHBIM cycTaB naedgopMupoBaH, Oe300ie3HeHHBI. CO CTOpPOHBI BHYTPEHHHUX
OpPraHOB MATOJIOTHH HE BBISIBIICHO.

[IpenBapurensubiii nuarHo3. I'emodunus B Tsokenodt crenmeHu. OcCTphiid
reMapTpo3 JICBOTO KOJIEHHOTO CyCTaBa. XpoHHWUEcKas neGopMupyrolias apTpormaTus
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JIOKTEBBIX, KOJIEHHBIX CyCTAaBOB. AHKHUJIO3 JIEBOTO KOJIEHHOTO CyCTaBa. XpOHUYECKas
noctremopparuueckas KA.

Pe3yabTarhl Hccie10BaHUSA U UX 00CYKICHHE

Huarno3 remo¢unuu napesuay Anekcero (LJA) 6wi1 ycranosnen npod. C. I1.
@ENOPOBBIM HAa OCHOBAHHWM JAHHBIX HAIWYUS TEMOPPATMYECKOTO CHHApPOMA B
aHaMHe3¢ y TalueHTa W 4ieHoB cembu [4]. Mctopust 6one3nun PomanoBa A.H. —
npuMep X-CIEIJIEHHOTO PELECCUBHOTO HacjeloBaHUs 3a00JeBaHMs, EpeIaHHOTO
koposieBoit Buktopueinn (1819-1901) eBpomeiickumM KOpPOJIEBCKMM CEMbSIM, B TOM
4ucje BHyYKe — poccuiickoi mmmeparpuile Anexcanapsl u ee cbiny LA, C yuetom
OTSTOILIEHHOW HAaCJIEACTBEHHOCTH MOKAa3aHO IPOBEJCHNUE I'E€HETUYECKOIO0 CKPUHHMHIA
IJI0/1a, MPHU IOJOKUTEIBHOM PE3yJIbTaTe KOTOPOTO POJUTENN MOIIM Obl NPUHSATH
penIeHre O MPEPbIBAHUHA OEPEMEHHOCTH.

Honroe Bpems uctopuku cumtanu, 4to LA crtpagan remodunuenn A.
['enetnueckuit aHanu3 octaHkoB [IA (MyJbTUIUIEKCHAs 1iefieBas aMmIuidpukanus u
MacCOBO€ MapajuieIbHOE CEKBEHUPOBAHUE) BBIABUJ HAaJUYUME MyTallMM B IeHe X-
xpomocoMmbl F9, koTopbiii koaupyeT ¢akTtop cBepThiBaHUsS KpoBu X, m3MeHser
crutaicuar PHK u npuBoauT x npoaykuuu ycedeHHou Gopmsbl daktopa [X. Takum
o0pa3zoM, 3TO MO3BOJIMIIO CHIeNlaTh BBIBOA O ToM, 4To y I[A Obuia Tskenas ¢gopma
remopuniuu B [8]. Knunnuecku y mapeBuda 3abosieBaHue ne0roTupoBano uepe3 40
JTHEW OT POXKIEHUS B BHUJE T'€MAaTOMHOIO THIIA KPOBOTOUMBOCTH: «PeOEHOK cran
0JieHETh, @ KPOBb BCE JIMIIACh U JTri1ach. beuin Bei3Bansl sieii0-nequatp WM. I1. KopoBun
u 3areM nou€tHed Jeh0-xupypr C. I1 ®EénopoB. HanoxxeHue naBdiiei MOBSI3KU U
OpyrMe€ METOAbl HE Jalld pe3yJsibrara. ToOJIBKO 4Yepe3 2 Hed. KPOBOTECUCHHE
npekpaTuinocky [4]. Takum o0pa3zoM, MO3IHUE KPOBOTEUEHHUS U3 MyNIOYHOTO KAaHATUKA
CBUJIETENILCTBYET O ' TskEnoro TeueHus, koraa GyHkimoHupyet menee 1% daxropa
IX. ¥V IIA orTMeuyaeTrcss HECOOTBETCTBUE BBIPAXKEHHOCTH TE€MOPPArHYECKUX
MPOSIBIIEHUN TSKECTU MPEAIIESCTBOBABLICH TPABMbl, PELIMANBBI KPOBOTEUEHU 10CIIE
MEPBUYHOM OCTAHOBKHU, HE CBSI3aHHBIC C MOBTOPHOW TPaBMOMW, MAacCHUBHBbIC U (WJIH)
MHO>KECTBEHHBIE ~ T'€MaTOMbI, CHUCTEMHOCTb T'€MOpPPAaru4ecKuX  MPOSBICHUI
(TposiBIIEHUS Pa3TUYHON JTOKAIM3AIUH ), CTIOHTAHHBIE TEMOPPArHYE€CKUE MPOSBICHUS.
B COBPEMEHHBIX  YCIOBHUSAX IIPOBOJUTCS MOJTAMHBIA  JTAOOPATOPHBIN
KOAaryJIOJIOTUY€CKUI CKPUHUHI C LEJbI0 BepUPUKAUUU AUArHo3a, OIpEIeeHHE
aKTUBHOCTHU (pakTOpoB miazMeHHoro remoctasza — FVIII, FIX. AnexkBaTHoro jieueHus
OOJIbHOW HE moJydas, T.K. B Hayaje XX BEKa HE M3BECTEH ObUI IaToreHes3
3aboneBanus. «JIluunelii nokrop Hacnennuka B. H. JlepeBenko Bmecte ¢ C. II.
®énopoBbiM U E. C. BOTKMHBIM B T€UEHHE MHOI'MX JIET IPHUKJIAJIBIBAIIA HEMAJIbIE
yCUJIUS 11 OCTAHOBKM MHOTOYHMCIICHHBIX KPOBOTEUEHHM y LECAPEBHYA, YCKOPEHUS
paccacbiBaHUsl TeMaToM, NMPO(UIAKTUKH U JICUCHHUS TYTOIOJBH)XHOCTH CYCTaBOB C
MOMOIIBI0 Maccaxa, (U3MYECKUX YIPAXKHEHUN, TOPSYMX TPSA3CBBIX BaHH,
n300peréHapix B. H. JlepeBeHKO OpUTHHAIBHBIX METAUTMYECKUX OPTOTEANYECCKUX
MPUCTIOCOOTICHUM. .. AJieceil ObUI MPHUKOBAH K IMOCTENM BCE OCTABILMECS MECSIIbI
*u3HA. OH TJI0X0 crall u3-3a 00JIei U MOBBIICHUS TEMIIEPATYPHI TeIa, HAOTIOJATHCH
aHOPEKCHS, Pe3KOe MOXyJaHNe, KOXKHBIE TIOKPOBBI CTAJH MPO3PAvYHO-0JICTHBIMIY [4].
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OTO CBUIETEIBCTBYET HE TOJBKO O TSYKEIIBIX U3MEHEHUAX B CyCTaBaX, HO U O PA3BUTUHU
XPOHUYECKOM IOCTTEMOPPAaru4ecKOil aHEMUHM, KOTOpas HE KOpPPEKTUPOBaIach
npenaparamu xKeesa. bonpHOMY IIOKa3aHa npouIaKTHIECKast
NepCcoOHAIM3UpOBaHHas Tepanus — UHQY3un npenapata FIX mo mporpamme «12
BBICOKO3aTpPaTHBIX TEXHOJOrui». IIpM pasBUTHH KPOBOMBIMSHUNA B  MBILIIBL,
reMapTpO30B 3aMECTUTEIbHYIO TEPAINIMI0 HEOOXOIMMO HadaTh Kak MOXHO ObIcTpee,
IpU TOSIBJIEHUU TEPBBIX CUMITOMOB (00JIb, YyBCTBO pacmupaHus, AUCKOMDOPT,
Hapymenue ¢ynkuuu). [lpum  BbIpaxkeHHOM 0O0JIEBOM CHHIPOME BO3MOXKHA
KpaTKOBPEMEHHAass UMMOOMIM3AIIHS, UCIIOIB30BaHNE MECTHOM runorepmun Ha 15-20
MUHYT Kaxable 4-6 4acoB TOJBKO B TE€UEHHE MEPBBIX CyTOK. llociie mpekpaieHus
6osneBoro cunHapoMa IenecooOpazno HasHaueHue JIDOK. Ilpu coxpansiomemcs
00JIeBOM CHHIpPOME, MPU HAJIMUUU OOJBIIOro 00beMa KPOBH B MOJIOCTH CyCTaBa, MpU
Pa3BUTUHU HEPBHO-MBIIICYHBIX HAPYIICHUH [T0KAa3aHa IIyHKIUS CyCTaBa ¢ acupanuei
cogepxkumoro [5]. ¥V LIA pa3Buiack XxpoHuueckas aedopMUpyrolias apTponaTus
BCJIEJICTBUE IIPOTPECCUPYIOLLETO TEYECHUS XPOHUYECKOTO CUHOBHMUTA,
PELUIMBUPYIOMINUX KPOBOU3IMSHUM B cycTaBbl. [IposBiisinack 00JI€eBBIM CUHIPOMOM,
KOHTPAaKTypaMH, MBbIIIEYHOU atpoduei, aepopmanueil cycraBa. Ilpu nHamuuun
AHKWJIO3a KOJIEHHOIO CyCTaBa IIOKa3aHa KOHCYJbTalWs OPTOIENa Uil pPEIUEHUs
BOIIpoca 00 DBHAOMPOTE3UPOBAHMM KOJEHHOro cycraBa. [lpm aHemuu mnpu
1a00paTOPHOM MOATBEPKAEHUU AeduuunTa Kene3a mokasana ¢pepporepanus. 100 ner
HazaJ MPOJ0JDKUTEIIBHOCTD KU3HU 007bHBIX [ cocTaBisina B cpennem 10-15 net naxe
IIpU CaMbIX OJArompUsTHBIX 0OcTOsITeNbCTBAX [7]. B 21 Beke mporHo3 st >KU3HU
0onpHOTO I’ XOpOIIMiA, KAYECTBO >KMU3HU BBICOKOE, YTO BBIPAXKAETCS B YJIYUIIEHUU
(U3MUECKOro CaMO4YyBCTBHS, COKPAILIEHUH YHUCIIA OCIIOKHEHUH U 4aCTOThI 0OpallieHui
3a MEIMUMHCKOW MoMoIblo. Y 00nbHbIX [ momeHsics oOpa3 >KM3HU: MOBBICHIIACH
BO3MOXXHOCTh BbIOOpa mpodeccun, HU3MEHWICS CEMEWHBbI cTaTtyc, BO3pPOCIU
MOOWMIJIBHOCTD U (pu3nyecKast akTUBHOCTh. [0 JaHHBIM HCCIeT0BaHUM Y TeMO(UITUKOB
OTMEYAeTCs BBICOKOE KadyeCTBO JKM3HM (CpelHss OLEHKAa KadecTBa JKU3HU IO
onpocuuky EQ-5D= 60,9) [2].

BuiBoabI

JIeMOHCTpanysi pEeKOHCTPYKLUUU KIMHUYECKOTO Ciy4as OCTPOro remMaprpo3a
npu remoriinu B y napesuua Anekcest Hukonaesnya PomaHoBa CBUIETEIBCTBYET O
TsoKeno  ¢opme 3a0osieBaHUs, KOTOpPOE HE TOJBEPrajioch IMAaTOr€HETHYECKOM
TEepanuy, HMMEJIO IUIOXOM MPOTrHO3 [JIsl >KU3HU OoNbHOro B Hayaie XX Beka.
IIpoBogumas ¢ konHma XX Beka MNpoduIakTHYECKash 3aMECTUTENIbHAsI Teparnus
KOHLIEHTpaTaMu ()aKTOPOB CBEPTHIBAHUSA KPOBU — HEOOXOMMOE YCIOBHE COXPaHECHUS
(bM3UYECKOT0 U MCUXO0JIOTMYECKOT0 3/J0POBbS MAIIUEHTOB C TSAXKEJION U CPEeTHETKEION
remoduueit. )Kusu Anekceid HukonaeBud B Hale Bpemsi, OH MOT Obl UMETh XOpOIlIee
KayecTBO JKM3HH, MOJYYUTh XOpoliee oOpa3oBaHHE, YCHEIIHO MpPOSBIATH ceOs B
BBIOpaHHOM TTpoeccru HapaBHE CO 3I0POBLIMU JTFOABMHU.

Cnucok Jqureparypsbi:
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